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I KOHOEPEHUWMA NO OHKOSHAOKPUHONOIMA
1 AY TOMMMYHHbBIM DHOOKPUHHbBIM 3AB0OJIEBAHUAM

HEUPO®PUBPOMATO3 1 TUIIA B COYETAHUU C ®PEOXPOMOLIUTOMOU

(KIMHUYECKHUU CJIYUYAN)

Jlyrosckas A.1O., Kan M.B., I'ypesuu JLLE., bpurBun T. A., MiioBarckas U. A.
I'bY3 MO MOHUKHU um. M.®. BaraguMupckoro
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= BBEJIEHME. Heiipodudpomatos 1 tuma (H®1 wim 605e3ub GoH PexamHrxay3eHa) sSBiseTcsl HACASACTBEHHBIM 3a00JeBaHIEM, CBA3aHHBIM ¢ MyTarusaMu B rene NF1. PacnpocTpaHeHHOCTE

A. Makponpenapam. Ha pa3pe3e 6uonbl yuacmku
KPOBOUITUAHUU.
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I’ Quzypa mumo3sa (evioeneno xcermoim). X250

theoxpomoyumomswi. x250.

b. @eoxpomoyumoma ¢ conuonvim munom
pocma, u3 KpynHolx becpopmeHHblx
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E. Bvicokas npoghepamusnas akmusHocms
onyxonu. Ixcnpeccus Ki67 6 s0pax Ki1emok.

X400.

Pucynok 1-4. Mnooicecmsernnvie Heupophuopomuvl u namHua
«KOgheuHo20 usemay no 6cell NNOBEPXHOCMIU KOMWCU

dpeoxpomoruTombl (OXI]) 3HaunTenbHO BapbupyeT oT 0,1 no 14,6% B 3aBucumocTH OoT mcrtouyHuka Juteparypbl. Mytanms reHa NF1 B creuenue ¢ OXII oTHOCUTCS K 2-y MOJIEKYJIIPHOMY
KJIACTEPy, KOTOPbIM CYUTACTCI ACCOLUMUPOBAHHBIM C HU3KHMM PHCKOM IIPOIrPECCHPOBAHMS M METACTa3upoBaHMs onyxonu. lIpeacraBiasem kimHuueckun ciaydan DX y mammentkn ¢ HO-1 ¢
BBICOKHMM IOTEHIIAAIIOM IIPOTPECCUPOBAHMUS.

L= KJIMHUYECKUUN CJIYYAM. Taumentka I1., 72 net, U3 aHaMHEe3a W3BECTHO, YTO
MHOKECTBECHHBIC HEUPO(PHUOPOMBI M ISITHA HA KOXKE OBLIM C CAMOTO JCTCTBA, OJHAKO PAHEE
nuarno3a H®1 ycranosieno He On110 (Puc. 1-4). B Teuenue mocieaHero roja mamydeHTKa
OTMEYaJIa IECPUOAUYECCKM BO3HHUKAIOIIUE HIM30bl YYAIICHHOIO CEepALCOMCHUS U
noBeimeHus AJl 1o 190/90 mm pr.cT.

Pezynomamut  pusuxanrvrnoco ocmompa. WMT 18,9 kr/m2, AJl 124/78 (ma d¢one
aHTUTUIICpTCH3UBHOM Tepannu), HCC 68 B MUH, MHOKECTBEHHBIC HEUPOPHUOPOMEI 10 2 CM,
«BECHYIIYATOCThY» KOXKHBIX MOKPOBOB, MHO>KECTBCHHBIC Vy3€¢iIKM JInmia Ha pagyKHOU
000JIOUKE TIJI1a3

[lo pe3yremamam 1ab0opamopro2o 00ci1edo8atus. BRISIBIICHO NOBBIIICHUE METAHE(MPHUHOB 10
649 mkr/cyt (18-277), nopmeranedpunoB 10 3248 mkr/cyt (42-423).

[lo oaunvim MCKT. ¢ B/B KOHTpAaCTMPOBAHHEM OBLIO BEISIBJICHO OOpa30BaHHUE IIPABOTO
HaAIMO4YEeYHUKa pa3MepaMu 83x08x69mm ¢ HatuBHOM minoTHOCThIO +38 HU u yyacTtkamu
HeKkpo3a. BeimmoaHeHna agpenamkromust (Puc.A).

[lo OaHHbIM 2ucmoniocuvecko2o obciedosarus onyxonan Owbuia BepuduuupoBaHa DXII ¢
MHBA3MEH COCYAOB B OIYXOJH U OKpy Karouien karcylie (Puc. b, B)., Takke ObLUIN BBISIBICHBI
0oiee 5 muto30B B 10 PII3 (Puc. I'), B TOM 4umcie BCTPEYAKOTCS aTUIHWYHBIC MHUTO3BI. 110
pe3yabTaTaMm HMMyHorucroxumudeckoro (MI'X) wuccnenoBaHusi BBISIBJICHA DSKCOPECCHS
xpomorpanuHa A (Puc. /1), ouaroBas u saepHas skcrnpeccus S100, a Takke cpeaHUN UHICKC
npoimdepanmu Ki67 cocraBun 16,5% (Puc. E). Ilpu pacuere 0amnoB PASS (9 6amioB) u
GAPP (5 6amioB), ObLT BBISIBIICH BRICOKMI MOTEHIIMAJ IporpeccupoBanusa.  Yepes 0
HEJECHb II0CJIC XUPYPIruuEeCKOro JICUCHUSI OTMedanach cradbmnm3anus AJl Ha (poHE OTMECHBEI
AHTUTUIICPTCH3UBHOM TEpamnuu, Mo pe3yJabTaTaM 00CICAOBAHUS YPOBECHb HOPMETAaHE(PPHUHOB
OCTaBaJICs HE3HAYUTEIbHO mnOBBIMEHHBIM 119 wmkr/cyr (5-77). B HacTrosmmii MOMEHT
MNAlMECHTKA MPOXOIUT JOMOJHUTECIBHOE O0CIEeOOBAHMS JJISI MCKIIOYEHUS OCTaTOYHOU TKAHU
OITYXOJIH.

ﬂ SAK/TIOYEHMUE. JlaHHBIM KIMHUYECKUU CIIy4ad JEMOHCTPUPYET HEAOCTATOUYHYIO HACTOPOKEHHOCTH BpaueH 110 OTHOIIEHUIO K HD1. Jlaxke uMest CToJIb SSpKUe KIMHAYECCKUE IIPOSIBICHUS JIUATHO3

ObLJI YCTAHOBJICH IIPHM TOCHHUTAIM3alMU B Bo3pacTe /2 ner. HecMoTpss Ha TO, 4TO accouuupoBaHHbIe ¢ MyTanuer B reHe NF1 (peoxpoMOonmMTOMBI CUMTArOTCSA 00Jadar0lIMMHA HU3KHM IMOTCHIMAIOM
IPOrPECCUPOBAHMS, B HAIIEM KJIMHUYECKOM CJy4dae BBISBIICHBI 00JICE 3JIOKAYECTBCHHBIC NMPHU3HAKH, KOTOPHIE MOTYT T'OBOPHUTh O CKOPOM METACTAaTHU30BAHWH W/WIIM MPOIrPECCUPOBAHUN OMYXOJH, YTO
TpeOyeT aKTMBHOI'O HAOIFOACHMS MAIlUCHTKH.

Jlyeosckas Anna FOpwvesna, Tenegpon: +1 (926)-723-81-82 Emall:annettae.leto@gmail.com



