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HoBble BO3MOXXHOCTN NeveHus
cnekTpa cuugpomoB u3bbiTouHoro pocta (PROS)

Tiyooxoysancaemote koaneeu!

HaunonanpHOe OOIIECTBO OETCKUX TI'eMaTOJOTOB
U1 OHKOJIoTOB, Poccuiickas accomuanus J1eTCKUX XUpYyp-
roB, Accouuanusl MEIUIIMHCKUX TeHeTMKOB Poccum
MHMOPMUPYIOT Bac O MOSBICHUU HOBBIX BO3MOXKHOCTEH
neyenust PROS.

Ho nemaBHero BpemeHu PROS (PIK3CA-Related
Overgrowth Spectrum) — CHEKTp CHHAPOMOB W30bI-
TOYHOTO pOCTa, CBsI3aHHBINA ¢ MyTtauueil reHa PIK3CA,
ocCTaBajicss BHE 30HBI BHMMaHHS IPOheCcCHOHATBbHOTO
coo0IIecTBa, TaK KaK IIOCTAHOBKAa OuarHo3a He Beja
K TIpOBeleHMIO clenuduueckoro JedeHus. OmgHako
ceifyac MOATBEPXKIECHUE 3TOTO IMAarHo3a U BBISIBICHUE
BoI3bIBatoNIeil ero Myrauunu reHa PIK3CA OTKpBIBAIOT
BO3MOXHOCTHM 11 TIpUMEHEHUSI BHICOKO3(h(HEKTUBHOM
TapreTHOM JIEKAPCTBEHHOM Te€paluM, HaIlpaBJICHHON Ha
61okany 6enka PI3K, KoTopblil akTUBUpPYETCS B Pe3yib-
TaTe 3Toil MyTaliuu. TaKuM 00pa3oM, BBISIBIISISI TOTOOHBIX
OOJIBHBIX, CETOHS BBl MOXKETE TaTh UM IIIaHC Ha TOJIy4e-
HUE Tepaluu, 3HAUNMO U3MEHSIIOIIEH UX Cyab0Y.

Cnexktp PROS BkiouaeT cocymucTtbie Majibhopma-
LM, JIMTIOMATO3bl M JIPYrMe MHOTOYNCIIEHHBIE TTOPOKU
pa3BUTHS, BBbI3BAHHBICE COMATHMUYECKMMU MYTallUSIMU
B reHe PIK3CA. PROS ob6beauHseT B cebe Takue CUHIPO-
MBI, KaK MaKpOJAKTUJIYSI, TeMUTUIICPILIa3Ksl, MbIIIICUHAs
reMUTUIIepTpoGUsi, UHOUIBTPUPYIOIINI  JIMIIOMATO3
mmua, cuaapoMm CLOVES, meransHIiiedanusi, COCyIuCcTbIe
Manb(opManuu (KanusipHble, BEHO3HBIE, TMMdaTruye-
CKMe, apTepHMOBEHO3HbIE Mab(hopMallMi 1 UX KOMOMHA-
1IM1), TTOPaKeHUs KOXHU, SMUAEePMaIbHbIe HEBYCHI U Ip.
Opnako jis1 ynpoieHus auarHoctuku PROS paspa6o-
TaHbl KPUTEPUU, TMO3BOJSIOLIME OOJETYUTH BBISIBJIEHUE
MalleHTOB, TPEOYIOIMX JaJTbHEHUIIET0 MOJEKYISIPHOTO
TeCTUPOBAHUS ISl HA3HAUYCHUSI CIIeIM(pUIeCKO TapreT-
HOMU Tepaluu.

Ha monexyisipHOe ncciienoBaHue MOTYT ObITh HallpaB-
JIeHBI TIapa()MHOBBIE OJIOKM TTAIIMEHTOB C BPOXIECHHBIM
OYaroBbIM pa3pacTaHMEM TKaHEHd M HaJM4MeM TPYIIIIbI
cuMITroMoB A unu B:

a 0

Puc. 2. [Tayuenm c¢ PROS 0o nauwana neuenus (a) u uepez 6 mec (6)
mepanuu aaneaucubom (50 me/cym). Hcemounux: Fontelles G.G., Pastor
J.P., Moreillo C.G. Alpelisib to treat CLOVES syndrome, a member of the
PIK3CA-related overgrowth syndrome spectrum. Br J Clin Pharmacol. 2022.
doi: 10.1111/bcp.15270. Aaneaucub e 3apeeucmpuposan é Poccuiickoii
Dedepayuu a5 aevenuss PROS

A) 2 1 6osee U3 CAeAyIoIIMX CUMIITOMOB: pa3pacTaHue
XKUPOBOMU, MBILIEYHOU, HEPBHOM WMJIM KOCTHOM TKAHEM;
cocyaucThie Maabdopmanum (KanuiIsipHble, BEHO3HbIC,
apTepUOBEHO3HBIE, JNTUM(ATUUYECKNE); STMUAePMaTbHBIN
HEBYC;

B) xot1s ObI 1 U3 clAenyOIIMX CUMIITOMOB: MaKpOJdaK-
TWIMS, pa3pacTaHrue TKAaHEW KOHEYHOCTEM; pa3pacTaHue
TKaHell B a0JJOMMHaIbHOM 00JIaCTU; pa3pacTaHUE XXUPO-
BOI TKaHM TYJOBHUIIA; KPYITHbIE COCYAUCTBIE Maabdop-

Puc. 1. llayuenmrxa ¢ PROS: 1, 2 — obwupHble aunomsi myaoguuia, s1200uunoll ooaacmu; 3 — KanuAlspHas Maisgopmayus cnuHbl, 4 — napyuans-
Hblll eueanmusm negoll HuxcHell koneynocmu. Pomo uz auunoeo apxuea P.A. Xacyposa — k.M.H., 6paua-demckoeo Xupypea omoenenus MUKpoxupypeuu
JTKB um. H®. @Quaramosa. Coenacue 3aK0HHbIX npedcmasumeneil NAyUeHma Ha UCNONb308aHUE HOMO NOAYHEHO
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MalliM; TeMUMeTaJdHIedanus WM IUCIIacTAYeCKast
MeralsHIedanusa, uin GokKalabHasi KOpTUKaJIbHAs IUC-
IUIa3Ms; SMUAePMaJIbHBIN HEBYC.

MonekymsipHO-reHeTu4ecKast IMarHocThukKa CUHApoMa
PROS y aeteit B Mockse niposonutcst B DI'BHY «Menu-
KO-T€HEeTUYeCKUil HayuHbIi 1eHTp uM. akan. H.T1. bou-
koBa», B CaHkr-IletepOypre — Ha 6aze ®I'BY «<HMMUI]
onkosioruu uMm. H.H. TlerpoBa» Mun3znpaBa Poccun.

B ®I'BHY «Mennko-reHeTUYECKNA  HaydHBIA
neHtp uM. akan. H.IT. boukoBa» MOXHO 3amucaTbes Ha
MEIUKO-TeHETUYECKYI0 KOHCYJIBTALMI0 W/WIM TIepe-
Jayy oOpas3lioB TKaHW M3 oyara IopaxXeHMsl mo e-mail:
semenova@med-gen.ru K Bpaudy-TeHeTUKy CeMeHOBOI
Haranuu AnexcanapoBHe. KoHcynbTalys U MOJIEKYIsIp-
HO-T€HETUYECKOe TeCTMPOBaHME IS rpaxkmaH Poccuii-
ckoit Denepaliuy IPOBOAATCS OECILIATHO.

g onpenenenus mytaiuu reHa PIK3CA B Cankr-Ile-
TepOypre HEOOXOAMMO CBS3aThCs C pedepeHC-IIEHTPOM
maToMop(OJIOTUIECKUX, UMMYHOTHUCTOXUMUYECKMX,
MOJIEKYISIPHO-TEHETUIESCKHUX U JTyIeBbIX METOIOB MCCIe-
noBanuii ®I'BY «<HMMUII onkomoruu um. H.H. ITerpoBa»
MunsznapaBa Poccun no tenedony: +7 (812) 439-95-28
nim 1o e-mail: mol.oncology@gmail.com 1 coriacoBathb
BpeMs TIpue3na Kypbepa g 3abopa mapaduHOBOrO
0JIoKa ¢ TKaHbIO M3 oyara mopaxeHus. McciaemoBaHue
MMPOBOIUTCS OECIIATHO B paMKax HAayYHOM IPOrpaMMbI
LlenTpa. JIoctaBKka 1 BO3Bpar o0Opaslia TKaHU KypbepoM
MPOBOAATCS OECIIaTHO 10 Beeit Tepputopun Poccun.

OmnpeneneHue  MyTallMd  IIPOBOAMTCSI  METOIOM
BBICOKOITPOM3BOAUTEILHOTO  cekBeHupoBaHusa  (Next
Generation Sequencing, NGS) Ha Marepuajne 3amMOpo-
KEHHOro 0uonTaTa Ui TKAHEBOro 0J10Ka U3 oyara u3obl-
TOYHOTI'O POCTA.

Jna  KOHCyJabTallMM, TIIPOBEICHUS OUATHOCTUKU
U JieYeHUs TalMeHTHl ¢ nomo3peHueM Ha PROS moryr
OBITh HaIlpaBJIEHbI B JII000I U3 CIEAYIOLIUX LIEHTPOB:
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1. ®I'BY «HMUI ATOU um. Amutpust Poraue-
Ba» Mun3znapaBa Poccun. Ilo mpenBapuTenbHOM 3arucu
yepe3 pPerucTpaTypy KOHCYJIBTaTUBHOTO OTIEICHMS IO
teaedony: +7 (495) 287-65-70 MOXHO 3amMcaThCs K Bpa-
qyy-IeTCKoMy OHKoJjory Mapeesoit IOnuu MuxaiinoBHe.
Koncynsranms Bo3MmoxkHa B pamkax OMC (HampaBieHue
o ¢popme 057y). Takke TOKYMEHTHI TallMeHTa (BKJIIOYast
Busyanuzaunio B ¢opmatre DICOM) MOXHO HaIlpaBUThb
no e-mail: info.archive@fnkc.ru ¢ KoMMeHTapueM B TeMe
nucbMa «Jasg Mapeesoii FO.M.» uim no 3aniuiieHHOMY
kaHany cBsa3u B OPI'BY «<HMUL AT'OU um. Imutpus
Porauesa» Munaapasa Poccuu 11 mpoBeaeHUs TeJeMe-
MULIMHCKOM KOHCYJIBTALIMU.

2. HHUM perckoit OHKOJIOTUM U TIeMaTOJOTMU
®dI'eyY «HMWUI onkomormu wum. H.H. Bnoxuna»
Mun3znpaBa Poccun. HaydyHo-KOHCYJIBTaTUBHOE OTIE-
JIeHue, TpueM Bpada-AeTckKoro oHkoisiora CapraioBoit
Cenumbl ANXa3ypoBHBI OCYILIECTBISIETCSI B Je€Hb OOpa-
1eHus1, 0e3 MpeaBapuTeIbHON 3amucu. MOXHO Takxke
HaIpaBUTb JOKYMEHTHI 1O e-mail: orgmetodniidog@ronc.
ru, ¢ KOMMeHTapueM B TeMe nucbMa: «/1nsg CyneliMmaHo-
Boil AMuHBI MaromenoBHbl» win «[Inst CarossHa Tapuka
bapucoBuyar.

3.  Poccuiickasg geTckasg KJIMHUYECKass OOJb-
numa OrAOY BO «PHUMY wum. H.U. Iluporosa»
Mun3znpasa Poccun. 3anych Ha KOHCYABTAlUIO B OTHAE-
JICHUe PEHTICHOXUPYPTrUYECKUX METOHOB IHArHOCTUKU
n neueHusi Kk IlonsieBy IOpuio AnexcaHapoBuuy WM
Kk TapOyszoBy Pomany BsuecnaBoBuuy 1o TenedoHy:
+7 (495) 936-90-25.

4. B OTHENECHUN MUKPOXUPYPIUU AT'Kb
nm. H.®. dunarosa TakKe rOTOBBI IPUHATH TAKUX AL -
€HTOB Ha KOHCYJIBTALIMIO U JIeYeHME. 3auch Ha KOHCYJ/Ib-
Taluio K TOKTOopy XarypoBy Pyciany AciaHoBuuy 4yepes
peructparypy mno tenedony: +7 (499) 254-10-10 nmubo
yepe3 cailT 6obHUIILL: filatovmos.ru.





