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_ Knaccndukauma cocyamnctbix onyxonen ISSVA 1a

ISSVA

[lobpoKayecTBeHHble cocyaucTble onyxonu 1

MnageH4yecKas remaHrmoma noapobHee

BpoxaeHHaa remaHrmoma

BbICTpo MHBOMOLMOHUPYOLWAA BpoxKaeHHana remaHrmoma (RICH)*  GNAQ/GNA11

He vHBONtOUMOHUpPYIOLLLAA BpOXKAeHHaA remaHrmoma (NICH)

YacTMYHO MHBONOLMOHUPYIOLLLAA BPOXKAEHHaa remaHrnoma (PICH)

MyykoBas aHrMoma™*® GNA14
BepeTeHOKNeTOYHAA remaHrmoma IDH1/IDH2
SnmMTennonaHaa remaHrmoma FOS
MuoreHHas rpaHynema (gonbyaTaa KanuanapHasa remaHrmoma) BRAF/RAS/GNA14

Opyrue nogpobHee

* - HeKkoTopble 06pa3oBaHMA MOTYT BbITb aCCOLMMPOBAHbI C TPOMBOLIUTONEHUEN UK Koarynonatuei notpebneHns nogpobHee
° - MHOTME 3KCMepPTbl CYMTAIOT, YTO MYYKOBAA aHTMOMA WM KanowMWPopmHaa reMaHAOTeNIMOMa ABAAKTCA YACTblO CMEKTPa OOHOro

3abosieBaHMsA, a He OTAENbHOMN HO30/10TUe

N.B. PeaktnsHo nponudepupytowme cocyanctole 0bpasoBaHna nepeyncieHbl B pasgene 406poKayecTBEHHbIX COCYAUCTbIX ONyXonewn

MpUYMHHbBIE reHbl BblgeneHbl CUHUM LLBETOM



_ Knaccndukauma cocyamnctbix onyxonen ISSVA 1b

ISSVA

[ obpoKauecTBeHHbIe COCYAUCTbIE ONYXOU 2

Apyrve

LLInopoBmnaHaAa remaHrmoma

MuKpoBeHynApHasa reMaHrmoma

AHacToMoO3upyowWwasa remaHrmnoma

nomepynonaHas remaHrmoma

CocoyKoBaa remaHrmoma

BHyTpucocyaucTaa cCoOCOYKOBaA HAOTEMaNbHAA TMNEPNasnus

KoXHbI 3NUTENIMOUAHBIN aHTMOMATO3HbIW Y31€e/10K

anO6peTeHHaﬂ 91aCTO3HAA reMmaHrMoma

JINTTOpPanbHO KieTOYHAA reMmaHrmoma cesie3eHKu

PoactBeHHble obpasoBaHun

JKKPMHOBAA aHr’MoOMaTo3HaA ramapToma

PeaKTUBHbIN aHTMO3HA0TE/IMOMATO3

BaunNNAPHbIA aHTMOMATO3

N.B. OnyxoneBas NpuMposa HEKOTOPbIX U3 3TUX 0O6PA30BaHUI He onpesenieHa
PeaKkTuBHO nponudepupytoLLme cocyanctble 06pasoBaHMa NepeymcaeHbl B pasaene fo6poKavyecTBEHHbIX COCYAUCTbIX ONyXonen



_ “ Knaccudurauma cocygmctoix onyxonen ISSVA 2

ISSVA
MorpaHuyHblE UM YMEPEHHO arpeccUBHbIe COCYAUCTbIE ONYXONN

KanowwndopmHasa remangotennmoma *° GNA14

PetndopmHana remaHa0TENMOMA

ManunapHaa BHyTpuanmdaTnyeckan aHrmosHgotenmnoma (PILA), Onyxonb [abcka

CnoxHasA (KoMNo3MTHasA) reMaHrMO3HA0TEIMOMA

NceBoAMMNOreHHaA reMaHrMoaHA0TENIMOMA FOSB

MonnmopdHasa remaHrMosHA0TENNOMA

[emaHrnmosHgoTennoma He onpegeneHHas

Capkoma Kanowwu

Opyrue

3N10KaYyeCcTBEHHble COCyaunCTble ONYXONH

AHrnocapkoma (nocne obnyyenma) MYC
INUTANONAHAA FTeMAaHTMOIHA0TEe/IMOMA CAMTA1/TFE3
dpyrue

* - HeKoTopble 06pa3oBaHMA MOTYT HbITb aCCOLMMPOBAHbI C TPOMBOLMTONEHMEN UM KOoarynonaTuen notpebneHns noapobHee
° - MHOrMe 3KCnepTbl CYMUTAIOT, YTO MYYKOBAA AHTMOMA U KanowmnpopMHas remMaHAOTEe/NIMOMA ABMAAKTCA 4aCTblO CMEKTpa OAHOro
3aboneBaHusA, a He OTAENbHOW HO30/10TUElN

N.B. PeakTnsHo nponudepupyrome cocyamctole 06pa3oBaHMA nepeuncieHbl B pasaene 4o6poKavyecTBEHHbIX COCYAUCTbIX Onyxonemn
MpuuKnHHbIE reHbl BbiAeNeHbl CUHUM LiBETOM



_ Knaccndumkauma cocyanctbix aHomanmm ISSVA

ISSVA
MpocTtble cocyauctbie manbpopmayum |
KanunnapHbie manbdpopmauum (KM)

MpocTolt HeByc/nococeBoe NATHO, «NOLENYIM aHrena», KyKyc ancra»

KoxkHasa u/mnmn cnmsmctaa KM (Mam «BUHHOE» NATHO)
He cuHgpomHaa KM GNAQ
KM c aHomanmnamu LUHC n/mnm rnasHbimu aHomannamm (cuHapom Ctyparke- GNAQ
Bebepa)
KM c runepnnasmein Kocten U/Mnm MAarkmx TKaHel GNA11
AndoysHas KM c runeptpoduen (AKMT) GNA11

CetyaTasn (petukynsapHas) KM
KM n3 cuHgpoma MIC-CAP (mukpouedanmna-kanunnapHaa maabdopmauns) STAMBP
KM n3 cuHgpoma MCAP (meranosHuedanua-kanmnnapHas maabdopmaums- PIK3CA
NOIMMUKPOTNpuUaA)

KM n3 cuHapoma KM-ABM RASA1/EPHB4

BpoKaeHHan KoXKHaA MpamopHas TeneaHrnmoskTasua (BKMT)

Apyrune

TeneaHrnoskrasms™

BporkaeHHan remopparmyeckas teneaHrnoaktasma (BIT)(BIM1-ENG, BI'T2 - ACVRLI,

BI'T3, OMIT- SMADA4)
Apyrve

* - NpMpoAa HEKOTOPbLIX MOATUMOB TeleaHrMo3KTa3mm Npu KM ele aBnaeTcs npeameTom AUCKYCCUNA.
HekoTopblie TUMbl TeNIeaHIMO3KTa3MI MOTYT BbiTb NepeknaccuPuULMpPoBaHHbl B byayLiem.

MpUYUHHbBIE reHbl BblgeneHbl CUHUM LiBETOM



_ " Knaccudurauma cocygmctbix aHomanmnm ISSVA

ISSVA

lNMpocTble cocyauctolie manbdpopmauuu lla
NIumdaTtnueckmne manopopmauyum (KM)
MpocTas (KnuctosHaa) iIM* PIK3CA
KpynHo KuctosHaa JIM
Menko kKuctosHaa JIM
CmelwaHHaAa kKnctosHaa JIM
[eHepanm3oBaHHaa ammdaTnyeckas aHomanus ([NA)
KanowundopmHbit ninmeaHrnomatos (KJ/1A)
JIM B 60ne3Hun lopxam-CrayTa
KaHanbHbI TN JIM
«MpnobpeTteHHaa» nporpeccupyowaa ninmebaTmyeckasn

aHOMANNA (TakKe HasbiBaeMas NpMobpeTeHHasa nporpeccnpyoLLan
«nMmdaHrmoman)

MepBUYHbIA AMMPOCTa3 (pa3nnyHble TUNbI)
Apyrue

* - NpY HAANYUKU TUNEPTPOPUN, HEKOTOPbLIE U3 STUX NOPAXKEHMI OTHOCATCA K cBA3aHHOMY c PIK3CA cnekTpy runeptpodum (PROS)

noapobHee
HeKoTopble 13 3TUX NOPaXKeHUI MoryT bbITb CBA3aHbI C TPOMBoLMTONEHMeN 1 / nnu Koarynonatuen notpebneHna nogpobHee

MpUYUHHbBIE reHbl BblgeneHbl CUHUM LiBETOM



_ " Knaccudurauma cocygmctbix aHomanmnm ISSVA

ISSVA

MpocTbie cocyaucroie manbpopmauuu lib
MepBuUHbIK "umdocTas
HoHHe-Munpos cuHapom FLT4/VEGFR3
MepBUYHbIN BPOXAEHHbIN TMMPOCTa3 VEGFC
[MepBUYHbBIN BPOXAEHHbIA 1MMmPocTas GLC2/
Connexin 47
NTumdocTas-gmucTmxmas FOXC2
MNoTpuxo3-nMmadocTas-TeneaHrMosKTasns SOX18
MepBUYHbIA AMMPOCTa3 ¢ mmenoaucniasmen GATA2
MepBMUYHas reHepann3oBaHHasa AMMdaTUYECKass aHOMaNUS CCBE1
(cMHApOoM XeHHeKama nnmbaHrnaktasua-numeacras)
MuKpouedanua c unm 6e3 xopuopeTMHonaTum, KIF11
NMMMPOCTa3oOM UM CUHAPOMOM YMCTBEHHOM OTCTa/I0CTH
NlumdocTas-aTpesmns xoaH PTPN14

MpUYUHHbBIE reHbl BblgeneHbl CUHUM LiBETOM



_ " Knaccudurauma cocygmctbix aHomanmnm ISSVA

ISSVA

MNMpocTble cocyaucrtolie manbdpopmavum lll
BeHO3Hble manbdpopmauum (BM)

[MpocTble BM TEK (TIE2)/PIK3CA
CemenHble KOXHOo-can3uncTble BM (KCBM) TEK (TIE2)
CuHapom (BMHA) CUHMX Pe3UHOBLIX NYy3blpei TEK (TIE2)
[nomyseHo3Hasa manbdopmauna (FBM) Glomulin

LilepebpanbHan KaBepHo3HaA manbdopmauma (LLKM)

(LLKM1 — kriT1, UKM2 - Malcavernin, LKM3 — PDCD10)

CemeiHaA BHYTPUKOCHas cocyamucTaa aHomanus ELMO2
BopopgaByaTtaa BeHo3HaA Manabpopmauma (paHee MAP3K3

Ha3blBanacb bopoaaByaTad remaHrmoma)
dpyrne

HEKOoTOopble O6pa3OBaHI/Iﬂ MOTyT 6bITb accounnpoBaHbl C TpOM60Ll,VITOI'IeHI/Ielz naun KOEII'yﬂOI'IGTVIGI?I I'IOTpGG]'IeHMFl I'IOQ,QO6H€€

MpUYUHHbBIE reHbl BblgeneHbl CUHUM LiBETOM



_ “ Knaccudurauma cocygmctbix aHomanmnm ISSVA

ISSVA

MpocTble cocyaucrtoble manbpopmauyum IV
ApTepuoBeHO3Hble manbdopmauumu (ABM)
Cnopagunyeckue MAP2K1
Mpwn BI'T (BI'T1-EnG, BI'T2 - AcVRL1, BI'T3, FOMIT- sMAD4)
Mpn KM-ABM RASA1/EPHB4
Apyrve
ApTtepuoBeHo3Hble ¢uctyna (ABP) (BpoxkpgeHHan)
Cnopaaun4yeckue MAP2K1
Mpwn BI'T (BIT1-enG, BI'T2 - AcvrL1, BI'T3, FOMIT- smADA4)
Mpn KM-ABM RASA1/EPHB4
Apyrvne

MpUYUHHbBIE reHbl BblgeneHbl CUHUM LiBETOM



_ " Knaccudurauma cocygmctbix aHomanmnm ISSVA

ISSVA

KombunHupoBaHHble cocyauctblie maabdopmaumun™
KM + BM KanMnnapHo-BeHO3Haa Manbdopmaums KBM
KM + JIM KanunnapHo-nmm@aTmyecKas KJIM
Manbdopmauua
KM + ABM KanuanapHo-apTepmMoBEeHO3HaA KABM
Manbdopmauua
M + BM nnmmdaTnKo-BeHO3Hasas manbpopmaums JIBM
KM +JIM + BM KanuAnapHo-nMMmedaTUKo-BeHO3Has K/1IBM
Mmasbpopmaumsa
KM + JIM + KanuanapHo-nMM@aTUKo-apTePUOBEHO3HaA KJNABM
ABM Manbpopmauma
KM+ BM + ABM | KannanapHO-BeHO3HO-apTepMOBEHO3HaHA KBABM
Masnbpopmauma
KM + JIM + BM KanuanapHo-AnMM@aTUKo-BEHO3HO- K/IBABM
+ ABM apTepnoBeHO3HaA Mmasibdopmaumsa

* - onpeaensaeTca Kak gse n bonee manbpopmaumnm B ogHOM 0b6pasoBaHNM




_ “ Knaccudurauma cocygmctbix aHomanmnm ISSVA

ISSVA

AHOMaNMKM NO HAa3BaHUIO KPYMNHbIX COCYA0B
(TaK »Ke Ha3bIBAOTCA KTYHHENbHbIN TUMN» NN «CTBOJIOBbIEY» COCYAUCTbIE
ManbdopmaLmmn)

[Noparkatowme
Nlumdatnyeckune cocyapbl
BeHbl
ApTtepumn
AHOMaNNU
MNpouncxoxkgeHunAa
Xopaa
Yucna
MpoTAXEeHHOCTH
[nviHbl 1 AMameTpa (annasus, rMnonnasus, CTeHO3, sKkTasma/aHeBpmn3Ma)
KnanaHHble KoMMyHUKauumn (ABD)

MepcucreHumna (3MbprOHanbHbIN cocya)




_ " Knaccudurauma cocygmctbix aHomanmnm ISSVA

ISSVA

Cocyauctble manb$opmaL, M1 acCOLUNPOBAHHDbIE C APYrMMU AaHOMANTUAMMU

CuHapom Knunenna-TpeHoHe: KM + BM +/- JIM + runeptpodua KoHe4YHocTel PIK3CA

CuHpgpom lMapkca-Bebepa: KM + AB® + runeptpodmsa KoHeYHOCTEN RASA1

Cunpgpom Cepsennb-MapTtopenns: BM Ha KoHeuHocCTAX + runepTpodus Kocten

CuHngpom Ctypparke-Bebepa: nmuesaa KM + nentomeHuHreasnbHaa + natonoruna GNAQ
rnas +/-runeptpodua Kocten U/Mnm MArkux TKaHem

KM KoHeuHocCTel + BpoXKAeHHaA He nporpeccupylowas runeprpodpuma KOHeyHocTen GNA11

CuHpgpom Maddyum: BM +/- BepeTeHOKneto4yHas remaHrmoma + [DH1/IDH2
SHXOHAPOMA

Makpouedanua — KM (M-KM/MCAP)* PIK3CA

Mukpouedanma-KM (MICCAP) STAMBP

CLOVES cuHpapom: IM + BM + KM +/- ABM + runeptpodua kuposoir  PIK3CA
TKAHU

CuHppom lMpotes: KM, BM wu/vam JIM +  acCMMETPUYHbIN AKT1

COMAaTMYECKUN KPOCT

CuHgpom BbaHHaAH-Punen-Pysanbkaba: ABM + BM + makpouedanus, runeptpodus PTEN
KUPOBOW TKaAHMU

CLAPO cuHpgpom:* KM HuxkHen rybbl + JIM B obnactu nmua m weun +  PIK3CA
accMMeTpuyHaa M YacTuyHaa/reHepanv3oBaHHas

rmuneptpodua

- * - 3TU NopaXeHns OTHOCATCA K cBA3aHHOMY ¢ PIK3CA cnekTpy runeptpodum (PROS) noapobHee
MpUUYMHHDIE reHbl BblAeNeHbl CUHUM LBETOM




_ Knaccndumkauma cocyanctbix aHomanmm ISSVA

ISSVA

PaHee He KnaccudpuumpoBaHHbIe COCYAUCTbIE aHOMANUN

BHYTpMMbIWeEYHasa remaHrmoma™

AHrnmokepatoma

CnHyconpanbHasa remaHrmoma

AKpanbHaa apTepMoOBEHO3HAA KOMYyX0/b»

MHOecTBeHHbIN NMMPAHTMO3HA0TEIMAaMaTO3 ¢ TpombouuToneHmen /

KOXHOBUCLEpPanbHbIiM aHrMomaTos ¢ TpombountoneHuin (MIT/ KAT)

PTEN (T1n) ramapToma MATKMX TKaHel / «kaHrMomMaTo3» MATKUX TKaHeM PTEN
(PHOST)
®dunbpos3Ho-}KMposaa cocyanctaa aHomanuna (PHCA/FAVA) PIK3CA

* - OT/INYaeTCA OT M1aZeHYECKON reMaHrMOMbl, NPOCTOM BHYTPUMbILeYyHo BM, PHOST/AST, ®}CA/FAVA n ABM
HeKoTopble 06pa3oBaHNA MOTYT ObiTb aCCOLMMPOBAHbI C TPOMOOLMTOMNEHUEN MAN KoarynonaTtnen notpebneHns nogpobHee

MpUYUHHbBIE reHbl BblgeneHbl CUHUM LiBETOM



MpunoxeHue 1

ISSVA McnonbayeMble COKpauwieHua (3a UCKII0YEeHUEeM Ha3BaHUM FEHOB)
CLAPO KM HuskHed ry6bl + JIM B obnactv iMua v wew + KBABM KanuaapHO-BEHO3HO-apTEPMOBEHO3HaA MasbdopMaLma
acCMMeTPUYHaAN M YacTMyHas/reHepannsoBaHHasa runepTpodms
CLOVES BPOXAEHHas runepTpodus KMpPoBOM TKAHK, cocyamcTan KBM KanunnspHo-BeHo3Haa masnbdopmaumsa
ManbdopmaLms, anuaepmasbHblii HEBYC, CKeNeTHble/CKoANOo3
naTonornmn
MCAP meransHuedanusa-kanunnsapHaa manbdopmaums- Kra KanowndopmHas remsHaoTennoma
NoJIMMUKPOTMpuUa
MICCAP MUKpouedanua-KanmnnapHaa manbpopmaums KNA Kanown$opMHbIN AMMdaHrnomaTos
NICH He MHBONOLMOHMPYLOLLAA BPOXKAEHHAA reMaHrmoma KNTABM KanunnsapHo-nMmeaTnYecKan-apTepuoBeHoO3Han
Mmanbdopmauma
PHACE c-m mManbbopmaLma 3aa4HeN YepenHo AMKK, reMaHrMoma, K/IBABM KanunAnapHo-nMmeaTMKO-BEHO3HO-apTePMOBEHO3HaAnA
aHOMannu apTepuii, cepAevyHOCOCYANUCTbIE aHOMANUM, Mmanbdopmauma
aHOManuu rnasa
PHOST PTEN ramapToma MArKUX TKaHewn KNBM KanuanapHo- iMMbaTnKo-BeHo3Haa manbdopmauma
PICH YaCTUYHO UHBOIOLMOHUPYIOLLAA BPOXKAEHHAA remaHrmoma K/IM KanuanspHo-numeaTmyeckan manbdopmaumn
PILA Coco4YKoBan BHYTpUAMMbATMYECKan aHIMO3HAO0TENIMOMA KM KanuanspHas manbdopmauma
PROS PIK3CA — cBA3aHHbIN cnekTp runeptpodum KM-ABM KanuanspHo-apTepMoBEHO3HAn MasbdopmaLmsa
RICH ObICTPO MHBONOLMOHMPYIOLLAA BPOXKAEHHAA reMaHrmoma KCBM KOYXHO-CIM3UCTble BEHO3HaA masibpopmaums
ABM apTepmno-BeHO3Han maibpopmaums M nmeaTtryeckan manbpopmaumsa
ABO apTepuo-BeHO3HaA pucTyna NBM NMMPaTUKO-BEHO3HAA Manbpopmaums
Bbrc bonesHb Nopxema-CrayTa Mmr MafeHYecKkas remaHrmoma / remaHrmoma AeTCKOro
BO3pacTa
BM BEHO3HaA Mmanbdopmauma M-KM makpouedanma — KanunaapHaa manbdopmaums
BIT BPOXAEeHHaA remopparnyeckas TesieaHrmosKTasna MAT MHOeCTBEHHbIA NMM)AHTMO3HAOTENIMAMATO3 C
TpombounuToneHnemn
BKMT BPOKAEHHAA KOXXHAA MPaMOpPHaA Te/IeaHIMO3KTa3mA MHO MeXAyHapoAHble HOPMasIM3NPOBaHHbIE OTHOLLEHMA
BM rnoMyBeHo3Haa Manbpopmaumns NnA Ny4KOBaA aHrMoma
A reHepasnmM3npoBaHHaa iMmdaTnyeckas aHoManns CKM CuHapom Kasabaxa-MeppuTa
OBC c-m CUHAPOM AMCCEMEHNPOBAHHOMO BHYTPUCOCYANCTOrO ®HCA/FAVA ®nbpo3HO-K*MpoBaa cocyamncTas aHoMaama
CBEpPTbIBAHUA
ARMT anddysHas KanmanapHaa manbdopmauusa ¢ runeptpoduei LLKM LepebpanbHas KaBepHO3HaA ManbdopmaLma
KABM KanunnapHo-apTepnoBeHo3Hasa masabdopmauma LUHC LeHTpanbHaa HepBHaA cuctema
KAT KOXHO-BUCL,EPasIbHbIA aHTIMOMaTO3 C TpoMboLUToNEeHUI HOMNrT FOBEHUNbHbIN NOANNO3 remopparnyeckas

T€/1€aHTMO3KTa3unA




_ ISSVA

MpunoxxeHue 2a
an-IMHHbIe reéHbl COCyaucTbix aHoManui

ACLVRL1

TeneaHrnoskrasums, ABM n AB® us BI'T2

ART1

CuHpgpom lMpoTea

BRAF

MuoreHHas rpaHynema (MNIr/PG)

CAMTA1

3nuTenMonaHaa remaHrnosHaotennoma (3rA/EHE)

CCBE1

MepBKYHan reHepanmsoBaHHaa AMmdaTmyeckas aHomanma (CMHAPOM XeHHeKama
NMmbaHrnakTasus-numoacras)

ELMO2

CemeliHan BHYTPUKOCTHasA cocygucras manabdopmauma (VMOS)

ENG

TeneaHrnoakrasma, ABM n AB® us BTl

EPHB4

KM-ABM2

FLT4

HoHHe-Munposa cuHapom (reH Takke HasbiBaeTca VEGFR3)

FOS

3nutennounaHaa remaHrnoma (3r/EH)

FOSB

MNceBgoMMoOreHHana remaHrmosHgoTenMoma

FOXC2

NumdocTas-guctmxmas

GATA2

MepBuYHbI "MmdocTas ¢ mmenogucnnasnen

GLC2

MepBUYHbIN BPOXKAEHHbIM TMMdOCTas

Glomulin

FnomyseHo3HaA Manbdopmaumn

GNA11

BpoxkaeHHasa remaHrmoma
KM c runeptpodueit Kocten U/Mam MAarkmx TkaHen
OnddysHaa KM c runeptpoduein (AKMI/DCMO)

GNA14

Myukosas aHrnoma (MA/TA)
MuoreHHas rpaHynema (MIr/PG)
KanowwndopmHas remaHrnosHaotennoma (KFA/KHE)

GNAQ

BpoxaeHHas remaHrmoma
KM «BWHHOE NATHO», HECMHAPOMHaA KM
KM cunapoma Ctypaske-Bebepa




_ ISSVA

MpunoxeHue 2b
an‘-IMHHbIe reéHbl COCyaucTbix aHoManui

IDH1

Cunapom Maddyuum
BepeTeHOKNETOYHAA remaHrMoma

IDH2

Cunapom Maddyuum
BepeTeHOKNETOYHAA remaHrMoma

KIF11

Mukpouedanuma c unm 6e3 xopuopeTuHonaTum, AMMEPOCTa3oM UAU CUHAPOMOM
YMCTBEHHO OTCTaNI0CTH

KRIT1

LiepebpanbHan KaBepHo3Hasa manbdopmauma (UKM1/CCM1)

Malcavernin

LiepebpanbHan KaBepHo3Hasa manbdopmauma (LUKM2/CCM2)

MAP2K1

ApTepunoseHosHas manbdopmauma (ABM/AVM) (cnopagmyeckasn)

MAP2K1

ApTtepunoseHosHas ductyna (ABO/AVF) (cnopaamnyeckas)

MAP2K3

BopoaasyaTan BeHo3Haa Mmanbdopmauma (comaTmyeckas)

MYC

AHrnocapkoma nocsae obnydeHua

NPM11

CuHgpom Madodyyum

PDCD10

LiepebpanbHan KaBepHo3Hasa manbdpopmauma (LUKM3/CCM3)

PIK3CA

MpocTble (KUcTo3Hbie) /IM (comaTnyeckme)*

MpocTtblie BM (comaTtuyeckue)

CuHpgpom Knunenna-TpeHoHe

MeransHuedanua-KanunnspHas maabbopmauma-noanmurpormpua (MCAP)*
CLOVES - cuHapom

CLAPO - cuHgpom

dunbposHo-xuposan cocyamuctan aHomanma GKCA/FAVA

* - HeKoTopble U3 3TUX 06Pa30BaHWUIA, CBA3AHHbIE C rMNepPTPOdUEl, OTHOCATCA K CBA3AHHOMY C
PIK3CA cnektpy runepTtpodun (PROS) noapobHee




_ ISSVA

MpunoxxeHune 2c
an-IMHHbIe reéHbl COCyaucTbix aHoManui

PTEN

CuHapom BaHHanaH-Punein-Pyeanbkaba
PTEN (BMA) ramapToma MATKUX TKaHe/ «aHrMoMaTO3» MAFKUX TKaHewn

PTPN14

JiumdocTas-aTpesmsa xoaH

RAS

MuoreHHas rpaHynema (MNI/PG)

RASA1

KM-ABM1
CuHgpom MapKca-Bebepa

SMAD4

TeneaHrnoakrtasus, ABM n AB® B cocTaBe HOBEHW/IbHOFO NO/INNO3a remMopparM4eckomn
TeneaHrnoskrasmm (KOMNIT/IPHT)

SOX18

IMNoTpMx03-1MmdocCcTas-TeNeaHrnosKTasmsa

STAMBP

Mukpouedanusa-kanunnspHas manbbopmauus (MIC-CAP)

TEK (TIE2)

MpocTtble BM (comaTtuyeckune)
CemeliHble KOXHO-cAnsnctble BM (KCBM/VMCM)
CuHapom (BMHa) cuHMX pe3nHOBLIX Ny3blpel (comaTuyeckue)

TFE3

3nutenMomnaHan remaHrnosHaotennoma (IrA/EHE)

VEGFC

MepBMYHbLIN BPOXKAEHHbIN AMMdocTas

VEGFR3

HoHHe-Munposa cuHapom (reH Tak»ke HasbiBaeTca FLT4)




- ISSVA

MpunoxxeHue 3

MhageH4YeCKad remaHrmoma

dopma Pa3nunyHble Tnnbl
- oyaroBas - NOBEPXHOCTHASA
- MHOXeCTBEHHas - rnybokKan
- CEerMmeHTapHas - CMelWaHHaA (noBepxHOCTHasA + rnybokas)
- NOrpaHMYHas - peTuKkynspHan / aboptnBHaA / ¢ MUHMMA/IbHbIM
POCTOM
- Apyrme

AccounmnpoBaHHble C Apyrumu ob6pasoBaHMAMM

PHACE accoumaums /cuHapom

Masibdopmauma 3aaHeMu YyepenHowu AMKM,
remaHrmoma, aHOManNmu apTepun,
cepAevyHOCOCYyAMCTble aHOMANMKU, aHOMa/IMM TNasa,
pacLlennHa rpyauHbl n/mnm 6eno IMHUKU XNBoTa

LUMBAR (SACRAL, PELVIS)
accoumauma /cuHapom

reMaHrmoma HUXKHEN MOJIOBUHbI  TyNOBULIA,
YpOreHuTaibHble aHOManuu, n3sA3BAEHUE,
Muenonatna, aepopmaumnsa KocTel, aHOPeKTaslbHble
Mmasibbopmaumu, apTepuasnbHble aHoOManuw,
noYyeyHble aHOMaNK




- ISSVA

MpunoxkeHue 4
cocyaucTble aHOManum,

BO3MOXHO CBA3adHHbIE C YNC/IOM TpOMGOLI,MTOB / HapyweHnamun csepTbiBaemMmoCTn Kposu

AHOManuu

lemaTtonormyeckme HapyLueHUA

lNyykoBaa aHrMoma
KanowundopmHasa remaHgotenmoma

TAkenaa n yctonumsaa TPOMOOLMTOMEHUA C TAXKENON
runopubprHoreHemunen, Koarynonatusa notpebneHma u
noBbllweHHMe D-aumepa (cmHapom Kasabaxa-Mepputra)

BbICTPO MHBONOLMOHUPYIOLLAA BPOXKAEHHASA
remaHrmoma

TpaH3uTOpHasA nerkaa / ymepeHHana TPOMBOUMUTONEHMUS,
+/- KoarynonatMa notpebseHMA U MOBbIWEHHbIN D-
aAnmep

BeHo3Haa manbpopmaums /
NnmdaTtnko-BeHO3Han manbdopmaums

XpoHunyecKasn JIOKA/IN30BaHHanA BHYTpMUcoCygmMCTan
Koarysionatus C nosbllueHnem D-gumepa, + / -
rmnopmnbpuHoreHemus, n +/- yMepeHHas
TpombouutoneHma (moxetr nporpeccupoBats B [BC

noc/se TpaBMbl UM onepaummn)

Numdatuyeckaa manbpopmauyms

XpOHUYecKas  /NIOKaAn30BaHHanA BHyTpUcocyamcTan
KoaryaonaTtus ¢ nosbiweHnem D-gumepa n + / - cnabas /
yMepeHHas TpombouuToneHus (paccmompemso
Kaposiform lymphangiomatosis)

(moxet nporpeccuposaTh B [BC nocne TpaBMbl WK

onepauun)

MHOKecTBEeHHbIN AMMPAHITMOIHA0TENNAMATO3 C
TpombouuToneHnei / KoxxHoBUCLEepanbHbIN
aHrMOMaTOo3 C TPOMOOLIUTONEHUN

YcTonumBan, KonebawLwlanca, oT CpeaHEN A0 TAXKENOoMn,
TPOMBOLIMTONEHUA C KPOBOTEYEHUEM W3 XKENyaouHO-
KMLIEYHOro TPaKkTa UK Iero4HOe KpoBOTEYEHME

KanowwndopmHbit nimbaHrmomaTtos

Jlerkas unu ymepeHHas TpombountoneHms, +/-
runopubprHoreHeMuns 1 NoBbieHWe ypoBHA D-gumepa




ISSVA PIK3CA — cBAi3aHHbI CNEKTp runepTpodpuin

PIK3CA-cBA3aHHbIN cneKTp runeptpoduii (PROS) obbeanHaer
06pa3oBaHUA C reTeporeHHbIMU CerMEeHTaPHbIMKU TMNEePTPOPUAMM C NN
6e3 cocyanCTbIX aHOMaINM - U3-32 COMATUYECKUX aKTUBUPYHOLLINX
myTaunm PIK3CA.

[1aHHbIN CNEeKTP BKAOYAET:

- PnbpOo3HO-KMpoBasa cocyamctasa aHomanmsa GHCA/FAVA

- femurunepnnasma MmHoxecTtBeHHoro amnomartosa (IMTMJ1I/HHML)
- CLOVES — cuHapom (BpoxkaeHHas IMnomaTo3Hana runeptpodus,
cocyanctoie manbbopmauymm, asnnaepmanbHblii HEBYC,
CKONMO3/CKeNleTHbIe U CMTMHOMO3roBble aHOMaNUN)

- Makpogaktnama

- PNBPO3HO-KMPOBON MHPUNBLTPATUBHbLIN IMNomaTos / Jlnuesomn
MHPUNBTPATUBHDBIA IMNOMATO3

- MerasHuedanusa - KanunnapHasa manbdopmauymsa (MCAP nam M-CM)
- Ancnnactnyeckaa merasHuedpanma (DMEG)

- CuHapom Knnnnena-TpeHoHe



