Teaucel XX obiepoccuitckoit korpepenuun PO

ITA, 6p1an cyrmectBenHO MOAO:Ke (47£12 Aert) o cpas-
nernio ¢ rpymmoit A (63114 aer, P<0,001). Yacrs
manuerToB (#=07, 31%) Obraa mepeaaHa OA AAABPHEH-
1iee HADAIOACHHUE B APYITIE AUAAU3HBIE IICHTPHI C YiKE
€ OPMHIPOBAHHEIM AOCTYITOM HAH IIOCAEAYFOIIIM POp-
MUPOBAHHEM AOCTYIIA. KOANYECTBO ACTAABHBIX ICXOAOB
A0 mHagaaa 31T cocraBuao 16 (7%) u B GoAbImelt cTe-
IIEHN OBIAO OOYCAOBAEHO BHEIIOYEYHON 3THOAOTHEH.
Orxas ot AaAbHeIIIIEro HabAIOAeHNA OBIA 3adpuKCH-
poBan y 16 marentos (7%). Aponm marpeHTam ObiAa
BBIITOAHCHA TPAHCIIAAHTAIIHSA IIOYKHA OT POACTBEHHOTO
AOHOPa AO HadaAa AMAAM3a. 66 NAIMEHTOB IPUHAAN
y9IacTHE B 3aHATUAX IIKOABI AAfl ImanueHToB ¢ XbIT,
n3 Hux 17 (26%) BeiOpasn kagectse meropa 3ITT me-
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PHUTOHCAABHBIH AHAAUS. AHIIb OAUH ITAIINCHT U3 BbI-
IYCKHHUKOB IITKOABI HAYAA AHAAU3 SKCTPEHHO.

3akaroueHue. PacmupeHHOe IPEAANAANZHOE Ha-
DAIOACHIIC M 3AHSATHSA B ITIKOAC rarneHToB ¢ XbI1 B 3Ha-
YUTEABHON MEPEe aCCOIIMUPOBAAOCE C IIAAHOBBIM HaYa-
AoM 3ITT, CHIKAAO PHCK 9KCTPEHHOIO BBOAA B AHAAU3
1 DOABIIICH CTEIICHN CIIOCOOCTBOBAAO OCMBICACHHOMY
BBIOOPY IIEPUTOHEAABHOIO AUAAHU3A B KAYCCTBE METOAA
3IIT. Cyrecrsyromasn IpaKkTHKA ITO3BOAACT B DOAB-
IIEH CTEIICHH PEAAH30BATH CBOCBPEMCHHEBIN CTAPT
AMQAH32, TEM CAMBIM VAVHYINAs IIPOTHO3BL. AAf MOAO-
ABIX TIAITAEHTOB C IIEPCIEKTUBOI Ha TPAHCIIAAHTAITUIO
[TOYKH YAIIIE BEIOIPACTCA METOA IIEPUTOHCAABHOIO AHA-
AM3A.

OnbIT HOBANOAEHUS 1 EYEHUSA NALMEHTOK C AKYLIEPCKUM ATUMMUYHbBIM
reMOJIUTUKO-YPEMMUYECKMM CUHAPOMOM
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AKTyaABHOCTB IIPOOAEMBI: AKYIIIEPCKUI ATHITHY-
HBII FeMOAUTHKO-ypeMudeckuil cuaApoM (a-al'VC) —
0COOBIN BAPHUAHT ATHIIMYHOTO I'€MOAHTHKO-YPEMHU-
YECKOTO CHHAPOMA, XaPaKTEPHU3YIOIIUNCA KpalHe
TAKEABIM TEUCHHEM C IOPAKEHUEM IIOYEK IIOYUTH
¥ BCEX ITALIMCHTOK, KAK U APYIUX JKU3HCHHO BAXKHBIX
OpIaHOB.

Ilear mccaeAOBAHMA: OIIEHUTL PE3YABTATHl Ha-
OAroAeHnA U AedeHus marueHToK ¢ a-al'VC Ha 6ase He-
dporormaeckoro oraeaerns OOAACTHON KAMHITIECKOIH
Ooapaumer Nel r. ExatepuuOypra.

MaTepuaAbl ¥ METOABL: IIPOAHAAUZHPOBAHBL Ma-
tepuaAsl HabAroAeHnit 11 marmenTok ¢ a-al'VC, ma-
Oaroaasmuxca ¢ 2016 mo 2025 roa (9 aer). Bospacr
IAIIIEHTOK Ha MOMEHT AUATHOCTHPOBAHUA 3a00ACBAHIA
cocrasua 3116 aer (o1 19 a0 37 aer) B AeOroTE 3200AC-
BaHuA. [IpUMEHANNCH OOIIEKAMHIYECKIE METOABL AUA-
THOCTHKH AAHHOM ITATOAOTHH, A TAK/KE, B PAAE CAYUYAEB,
I€HETUYECKHE (TEHETUIECKOE HCCACAOBAHNE CHCTEMEI
KOMITAGMEHTA METOAOM CEKBEHHPOBAHIA) X MOPEOAO-
ruueckne (Ouorcus movkn). B kauecrse maTorenermye-
CKHX METOAOB ACYCHIUSA IIPUMEHAANCD: IIAA3MOTEPAIINA
(rparcdysun cexesamopoxernoi maasmer (C3I1)
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U/MAN IAQ3MOOOMEH) ¥/HMAU KOMIIAGMEHT-OAOKHPY-
foItas Teparus (9KyAu3ymao).

PesyabTaThl: Kk KOHIy epuoaa HabAroAeHuA 10
(90,9%) martuerTox ¢ a-al'VC ObiAm xuBbL. 1 marpeHTKa
yMEpAA ITO IPHYHHE CETICHCca Uepe3 4 Toaa 5 Mec., TOAY-
Jas TEPAITNIO TEMOAHAAM30M. MyTaItim reHoB, acCOITH-
upoBaHHbX ¢ a1 VC — y 2 manuenToK He OIIPEACAAAUCE,
y 4 m3 9 (44,4 %) — onIpeAeACHEI CACAVFOIIINE MYTAITHH
cucremsr kommaementa: CFHR1, CFHR3, CFHR4, CFI.
Bce mammenTkH MMEAN IATOAOTHIO OEPEMEHHOCTH
u poaos. 10 (90,9%) marumenTOK PasBUAM KAMHHKY
a-al'VC B AeHb poAOB, 1 manmenTka — Ha 6 CYTKH IIOCAE
poaopaspemenud. ¥ 6 (54,5 %) marmentok a-al 'V C pas-
BHACA BO Bpemd 1epBoii OepemenHoCcTH. CpeAHee YrHCAO
Gepemennocteit cocraBuao 2. Ioteps aereit mponsoraa
B 4 (36,4%) caygasnx. 3aMeCTUTEABHAS TOYCIHAS TCPAITIS
(3IIT) B MoMeHT HauaAa 3aD0AEBAHUA TOTPEOOBAAACH
10 (90,9%) marmenTkam. B mporiecce Aeuenus morpeod-
uoctb B 3IIT ocrasace Toabko y 3 manuenrox (30%).

[Taazmoreparnus B Buae Tpancdysuii C3I1 Opiaa
npuMeneHa y 4 maruenTox (36,4 %), a maazmoodMen
y 8 m3 11 (72,7%). Teparus akyAu3yMabOM HE HCIIOAB-
3oBarach ToABKO y 1 martrrenTin (9,1%0), koTopas GercTpo



BOCCTAHOBHUAQ (DYHKIIHIO IIOYCK IIPH IIPOBEACHIH ITAA3-
MoobmeHa. Cpok Ha3HAYEHHA KYAN3yMaba OT HadaAd
3aboaeanns cocrasua 1521124 aust (o1 3 A0 38 AHetd).
5 manmenTok u3 10 (50%) moayuaror sxyausymab Oe3
ormensl. [Ipemmapar 6b1a ormenen y 5 marmentok (50%).
Permaus Habaropancsa 8 1 cayaae (20%), u ObIA KyIn-
POBaH IIOCAE BO3OOHOBACHHA TEPAIIHI IKYAU3YMAOOM.

KymyAsiTrBHAS BEIKUBAEMOCTD HALIUEHTOK ¢ a-al VY C
cocraBuaa: 1-mecsanas — 100%, 1-roamamas — 100 %
u raruaeraan — 87,5 %. Kymyafsrupraas mogeqnas Bbl-
xuBaeMOoCTh mareHToK ¢ a-al'VC cocrasuaa: 1-mecsd-
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nan 73%, 1-roamanas — 73 % u maruaerass — 73%. Hpu
9TOM OCHOBHEIC ITOTEPH (DYHKIIMHU ITOYCK IPHXOAATCH
Ha Cpok A0 1 Mec mmocae Hagaaa 3a00A€BAHMAL
BeIBOABI: AAuTEABHOE HAOAIOACHUE ITAIIMEHTOK
¢ akyruepckum al 'V C mokassBaet, 9T0 OCTPOE MOYEIHOE
LIOBPEIKACHUE, TPEOYIOIIee IIPOBEACHHSA TEMOANAAN3A,
HAOAFOAAETCA B MOMEHT MaHI(ECTAIINN 3a00AECBAHNA
6oaee uem y 90% mnanmenrok. [Ipu cBoeBpemeHHOM
HA3HAYCHUU KOMIIACMEHT-OAOKUPYIOIIEH Teparuu
obecreunBaeTcsi YAOBACTBOPUTEABHAS BBIKUBAEMOCTb
MAMEHTOK, KAK ¥ TIOYE€YHAA BEIKIBAEMOCTb.

MonekynsapHble M3MEHEHUS MOJOLMTOB M NAPUETANbHBIX SMUTENUANBHBIX
knetok npu nepenuHom PCIC: cepus cnyuaes
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AxryaspHOCTB IPOo6AEMBI. Bricokas wacTora mpo-
IPECCHPOBAHNA IIEPBUYHOTO (POKAABHO-CEIMEHTAPHOTO
raomepyaockaeposa (mPCI'C) Ao TepMHHAABHON ITO-
YEYHON HEAOCTATOUHOCTH B 3HAYNTEABHON CTEIICHH
obycAoBAeHa OTCyTCTBHEM 3 (DeKTUBHOI TEpAITHH, Ha-
IIPAaBAEGHHON Ha KAFOUEBOE ITATOICHETHYECKOE 3BEHO —
HOBPEKACHIE U ACIIONYASIIUIO ITOAOIIUTOB. B cBAsH
C 9THM IIOMCK MOAEKYAAPHBIX ACTEPMHHAHT AECTA-
Onamsaruy PEHOTHIIA TTOAOIIUTOB IIPEACTABAACTCH
KpaifHe BaKHBIM. Pamee MBI IIOKA33aAH, YTO CHUKEHHE
skcpeccun WTT (Wilms' Tumor 1) — kputrgeckoro
TPAHCKPHIIIINOHHOTO (DAKTOPA, OTBETCTBEHHOTO 34 IIOA-
Aeprxanue (DEHOTHIIMIECKONH CTAOMABHOCTH ITOAOITH-
TOB, U IIOBBIIIICHNE SKCIIPECCHN ACCMUHA B KAYOOUKe
U IIapHeTaAbHOM snmTeAnd, xapakrepusytor nPCI'C.

IHear paGoThl: cpaBHUTEABHAS OIICHKA MOACKY-
AApPHOTO (QEHOTHIIA ITOAOIIHMTOB U ITAPHETAABHBIX
annrteAnaAbHEX KAeTOK (ITOK) ¢ doxycom ma WT1-
ACCOIMHMPOBAHHYIO PETYAAIINIO SITUTEAHAABHO-ME3CH-
XHMAABHBIX MAPKEPOB 1 AHAAU3 PEIAPATUBHOTO ITOTCH-
masa [1OK.

Martepuasbl 1 METOABI HCCAEAOBAHHA. Brioa-
HEHBl KOAMYECTBEHHAA HMMYHOMOP(OAOTHYECKAS

OLICHKA U MYABTHUIIACKCHOEC UMMYHO(AYOPECLIEHTHOE
OKpAIITIBAHUE KOPBI IIOYKH AAfl AHAAM32 TAOMEPYAAp-
HOH aKkcrpeccun: moporuTapabix Mapkepos (WTT,
IIOAOLINH), SIHTEANAABHO-ME3CHXUMAABHBIX MapKe-
pos (E-kaarepun, nurokepaTus 8, HECTHH, ACCMHH,
BHMCHTHUH), MAPKEPOB IIPOAHMEPALINT I MATPALIII
MMOK (Ki67, CD44, PAXS), KOMIIOHEHTOB KAIOYC-
BBIX PEIVAATOPHBIX M CHUTHAAbHBIX Iyreil: ZHX2/3,
Notch (Notchl, Jaggedl, Hesl), WNT (B-karenus,
Dickkopf-1), ERK1/2 MAPK (phospho-ERK1/2)
B IPYIIIAX HALHEHTOB ¢ MOP(OAOIHYECKH TOATBEPIK-
Aenapiva n®CI'C (7=16) n IgA nedpomnarneii (IgAN,
n=14) ¢ XBII 1-3 craanii, 1 Ipu Pe3eKIUH ITOUKH
y manueHTos 0e3 nporeunypun (#7=16). Kondoxaas-
Hasg MEKPOCKOIIHA BEIIIOAHEHA Ha Oase LlenTpa Koa-
ACKTHBHOTO IOAB30BaHusA VHCcTHTyTa dhrsmorornn
mm. WLIT. ITaBrosa PAH (Cankr-IlerepOypr).
IToayuennsie pe3yabrarsl. Caygan ®@CI'C Gpran
KAHMHIYECKH IIPEACTABACHEI HE(DPOTHYECKUM CHHAPO-
MoM (cyrounas moteps oeaka (CI1B): 9,3 (3,1-14) 1), tu-
IIIYHBIME H3MECHCHUAMH IIPU CBETOBOH MHKPOCKOIIIH
U YABTPACTPYKTypHOM anaAnse. B rpymre IgAN mpote-
unypuA Obraa Menee Berpazkennoit (CI1b: 1,2 (0,7-1,0) r).
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