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Pe3tome Ha npoekt no ®ouj ,,Hayka“ Ne 16009 — KonukypcHa cecus 2016:
,,Ph(-) MuenonponudepaTuBHA HEOTUTA3MH, IMYHOXHCTOXHUMUSI, aIlONTO3a,
CUTHAJIHU ITBTHUILA, TAPTeTHA TEpANUs
PbukoBoaute: [Ipod. 1-p Mapus Aurenosa llaneBa, 1M

Konnenmusita 3a mnepcoHanM3UpaHa MEAWIMHA, OCHOBaHAa Ha BCE IIO-
TudepeHIMPaHOTO pa3dupaHe HA MPUUYMHUTE U OCOOCHOCTUTE Ha OOJEeCTTa MpPH BCEKH
WHIWBH], HaBJH3a BCE INO-ABJIOOKO B MEAMIMHCKATa TMpakTHKa. MeauluHcKaTa
OHKOJIOTHSI BCE IT0-YECTO pa3uuTa Ha ObP30TO TpaHCIWpaHe Ha GyHIAMEHTAIHU O3HAHUS
B KkiuHUKata. OT Te3W MO3WIUH, Tped KIMHWYHATa M MOJEKyJspHaTa MaTOJOTHs B
CBETOBEH Mamad CTOW MpPEeAM3BUKATEIICTBOTO 32 OTKpHMBaHE HAa MOp(OJIOTHYHU Oeresd,
BKITFOYMTETHO U TCHETUYHH, C IIeJl YCTAHOBSIBAHE U BHEJAPSBAHE HA HOBU MTPOTHOCTHYHH U
NPEIUKTHBHE (DAKTOpU M TapreTHa Tepamnus. B ToBa OTHOLICHHWE NpPU KapIUHOMHTE Ha
MJIEYHATa >KJIe3a, KOJOPEKTAIHUs, OCNOoApOOHUS W MAIMTHEHHUS MEJIaHOM BeYe HuMa
OTIpe/IeNIeHN MOJICKYJTHU TapreTH 3a WHANBUAYyadu3upaHa Tepanus. Bee ome mma manko
uHpopmanusa u uzcnensanus oTHocHo Ph(-) MmuenonponedepatuBau Heomnasmu. [Ipu Tsx
e otkputa JAK 2 MyTarusi, KosiTo MOKe Ja ToBeie 10 (EHOTHITHA IPOsBA HA TPH OTJIEITHU
3a00JIIBaHMUSL.

[lenta Ha HACTOSILIOTO H3CIEABAHE € Ja C€ OTKPUAT MOpP(OJIOrMyHH Oenesw,
pasrpaHnyaBaim otae’aHuTe Tunoe Ph(-) mMueno-mponmdepatnBHM Heomia3Mu, aa Ce
MpoydYaT CUTHAJTHUTE IMBTUINA U MEXaHW3MH, MO KOWTO HACTHIIBAT TE3W MPOMEHH. 3a
U3ACHSBAaHE Ha MOJIGKYJHHTE MEXaHM3MH € HeoO0XoauMmo 3aabi0ouaBaHe Ha
W3CIICIBAHMATA C TpUJIaraHe Ha WHOBATHMBHM METOAM 3a JOKa3BaHE 3HAUYCHUETO Ha
PACTEeXHU U TPAHCKPUIILIMOHHU (PaKTOPH.

OuyakBaHUTE pE3ydTaTH Ca CBBbP3aHU C YCTAHOBSIBAHETO Ha (DAaKTOPH, BIUSECIIH
BbPXYy  HMHHIMALMATA,  TpaHcopmamusTa,  MpOrpecusra, aHruoresHesara W
METacTa3upaHeTo, KOUTO OUXa MOIJIM Jia MOCIyX,aT KaTo ,,MUIIEHHU * 32 TapreTHA Teparlus.

IMocTturnaru pesyararu: Ph(-) MuenonpoimpepatnBHU HEOIUTa3MH CE CpEINAT C
¢JIHaKBa YECTOTa NPU JBaTa IOJa W BBB BCHYKHA BB3PACTOBM TPYyNH C MUK Ha
3aboneBaemMocTTa Mexay 61-70 roguna. [loBede oT monoBuHATa OT marueHTute ¢ Ph(-)
MuUenonpoudepaTiBHA HeomasmMu ca ¢ JAK2 wmyramnms, KaTto MyTalMOHHUS TOBap
Mexay 2 u 50% ce cpemia Maiako Mo-4€cTo B CPAaBHEHUE C MyTallMOHHUS ToBap Hal 50%.
[Ipu nonoBunara ot mamuenture ¢ Ph(-) MuenonponudepaTuBHH HeOIIa3MU JIHUIICBA
¢ubpoza. B ocrananmure ciayuan mma pubposa, karo Grade 1 u Grade 2 ce cpemar mo-
yecto, oTkoakoTo Grade 3. [Ipu Ph(-) muenonponudepatuBHn HeomnIa3Mu Hai-uyecTo ce



OTKpHBAT MEraKapHoLUTH ¢ Be3ukynapuu sapa (cloudlike), cnenanu ot nucMmopdum siapa
U sjpa TUI eleHOBH pora (staghorn). XumepremymapHUSIT KOCTEH MO3BK C€ Cpella B
MoBeYe OT JBE TPETH OT CIydauTe, KaTo UeIylapuTeThT, (uOpo3ara, pa3MepbT Ha
cle3Kkata M MYTAMOHHUSAT TOBAap HE IOKa3BaT 3aBUCUMOCT OT moja. [lounnanure
naruenTu ¢ Ph(-) muenonponudepaTuBHA HEOIUIa3MH MO-4E€CTO ca OT MBKKH 1o JAK2
MyTalusaTa He 3aBHCH OT BHJa Ha Ph(-) MuenonponudepaTHBHI HEOMIa3MU: €CEeHIaTHa
TpoMOOIIUTEMHUs, TMOJULIUTEMHS Bepa M [ObpBUYHa Muenodpubposa. Jlumcsa
CUTHM(MKAHTHA pa3iuKa MeXIy nauueHtute ¢ u 6e3 JAK2 myranus nmo OTHOLIEHHE
[UTOIJIa3MEHATa U HyKJIeapHa IUIOL], ChOTHOIICHUETO AP0/ HUTOIUIa3Ma, Hal-TOJIeMUs
LUTOIUIA3MEH M HYKJIEApEeH IuaMeTbp Ha merakapuouuture. IIpu mammenture ¢ JAK2
MyTanus Mo-4ecTo ce OTKpuBart snapa tun ,,Cloud-like®. [lpu nanuerTuTe ¢ NOTUITUTEMHUS
Bepa mo-yecTo smapata ca gucmopbuuam U ,,Cloud-like”, mnpm ecennmamnaTta
TpoMOouuTeMuUs npeolianaBar sapa Tum ,,Staghorn, a npu nepBuYHaTa MueaopuoOposa
Hali-uecto sAnpa ca ot tul ,,Cloud-like* u camo npu mbpBuyHa Muenopudpo3a uma sapa
tun ,bare nuclei. bonHure ¢ nonmMuMTEMUs Bepa U ECEHIMATHA TPOMOOLUTEMUS
IPUTEXKABAT MO-YECTO XUIEPJoOyJIHMpaHH sipa, JOKATO NpPU MALUEHTUTE C IIbPBUYHA
Muenopuopo3a sapaTa Ha METaKapUONMUTHTE ca xumonoOymupanu. [Ipu mumnca nHa JAK?2
MyTanus MPpU MOJUIUTEMHs Bepa, METaKapUOIIMTHTE Ca PaBHOMEPHO pasmpeaeneHue 6e3
opopMsiHE Ha KITBCTEPH, PEXaBU KIIBCTEPU HMMa IO-4ECTO MpPH OOJIHM C ECEHIMAHA
TPOMOOIIMTEMHUS, JOKATO TUTBTHH KIBCTEPH B KOCTHHS MO3BK HMa TPH TAIMCHTH C
nbppBUYHaTa Muenoduoposza. Excrpecusita Ha YAP1 e mo-Bucoka mpu naruentu ¢ JAK2
MyTanus B cpaBHeHue ¢ JAK2 HeraTMBHUTE MAallMCHTH HE3aBUCUMO OT Buaa Ha Ph(-)
MUENONPOIU(PEPATUBHUTE HEOIUIa3MHU, HO JIMICBA CUTHU(UKAHTHA pa3iuKa MEXIY
€CEHI[MaJIHaTa TPOMOOLMTEMHUS, TMOJIUIMTEMUs] Bepa M IIbpBUYHATa Muenodudposa.
Excrpecusita Ha Bcel-XL e Bucoka mpu HUCBK Opoit TpomOommtu. Excmpecusta Ha
KaJIPETUKYJIMHA € T0-BUcoKa npu Ph(-) MuenonponudepaTnBHN HEOIIa3MH B CPAaBHEHUE C
KOHTpoiHata rpyna. [Ipu nmamuenTture ¢ ecennuanHa Tpomoorutemus u JAK2 myrarus,
eKCIIpeCcHsITa Ha KAIPETUKYJIMHA € MO-BUCOKa B cpaBHeHUE ¢ JAK2Z HeraTuBHM MalMeHTH,
JTIOKATO MpH MOJMIMTEMHUS Bepa U MbpBUYHATA MUeI0(puOpo3a He ce pa3nuyana.



