KOMIIOHEHTaM MPO(PECCHOHATIBHOTO CAMOOTHOUICHHSI IMYHOCTU: CAMOYBEPEHHOCTH B
npodpeccun  (Mel=15;  Me2=12), camMonpuBs3aHHOCTb B  Ipodeccuu
(Mel=16; Me2=13) u camopykoBoacTBo B npodeccun( Mel=27, Me2=22). Bouiu
BBISIBJICHBI pa3iuiusi B MPOPECCHOHATHPHOM CaMOOTHOIICHUHM JIMYHOCTH TI0
KPUTEPUIO CTa)Ka: PECTHOHICHTHI co cTaxkeM cBbimie 10 met (1) xapaktepusyrorcs
0ojiee BBICOKMMH 3HAYEHUSMHU TI0 IapamMeTpaM CaMOOOBHHEHHS B mpodeccuu
(U=246;p=0,04; Mel=14,5; Me2= 12) u camoynunumxenus B npodeccun (U=278;
p=0,05; Mel1=35; Me2= 30,5), uem Bpauu co ctaxxem meHee 10 yret(2).

BoiBoabl. CymecTByIOT pa3iuuvs MEXIy BpadaMH MYKCKOTO W JKEHCKOTO
nosia. belTn BRISIBICHBI pas3audus B IPO()EeCCHOHATFHOM CaMOOTHOIICHUH JITYHOCTH
M0 KPUTEPUIO CTa)Ka: PECMOHNIEHTHI C 0oJice BBICOKMM CTaXEM OTIUYAIOTCS <TI0
MoKa3aTessiM CaMOOOBHUHEHUS B IPO(ECCU U CaMOYHUYIDKEeHU B mpodeccuu.
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ONbIT MPUMEHEHHSA TART'ETHON TEPAIIUU
AABPA®EHNUBOM U TPAMETUHUBOM B JIEYEHUH
METACTATHYECKQU ME/JTAHOMBI KOXKH

Jlykunckum 3, U., IIporaceBuu II. A.
I'ponHeHCKMI TOCYTApCTBEHHBIN MEIULIUHCKAN YHUBEPCUTET

Hay4HbI pyKoBoamTenb: accuct. Mationo E. O.

AKTyanbHOCTh. B Pecriybnuke benapych exeronno BeisiBasiercss okosno 1000
HOBBIX ciiy4acB. MermaHoMbl koxu (MK). MenmaHoma KOXHM — 3J0Ka4eCTBEHHas
HEHPOSHIOKPUHHAS  ONyXOJib, pa3BUBAIOIIA’CA B  MenaHouurtax. JlaHHoe
HOBOOOPa30BaHNE MMEET BBICOKYIO arpeCCUBHOCTh U CKJIIOHHO K METacTa3upOBAHUIO.
Ba)XHpIMKM._JI711 OLIGHKM NPOTHO3a 3a00JieBaHUsl ABISETCA INIyOMHA WHBAa3UHM IO
Knapky u bpecnay, MUTOTHYECKHMI WHIEKC, HW3bSA3BICHHUE, PACIPOCTPAHEHHOCTH
MeTactazupoBanusa, mytauuss VO600E B rene BRAF, nokanuzanus nepBUYHOU
OITYyXOJIH, MOJI U BO3PACT.

Tapretnas Tepanusi (TT) — mnporpeccuBHOE HampaBi€HUE B JICUCHUU
MeTacTtaTuyecko menaHombl koxu (MMK) y manumeHToB, y KOTOPBIX BbISBIICHA
myTanusi reHa BRAF. DToT oHKOreH ywacTByeT B Iepenade MposiudepaTUBHOTO
curHajia ¢ memOpanbl Ha sanpo. Haunbonee dacto BcTpewaromuecs MyTalldd — 3TO
V600E. [labpadenub sBnsercs MomHbIM uHrHOUTOpoM RAF-kuHa3, KOTOpBIit
YTHETAET POCT KIETOK MenaHoMbl ¢ mytanueil reHa BRAF V600OE, B cBoto ouepenpb
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TpameTuHu6 Onokupyer Oemok MEK, Tem caMbiM uHrHOUMpYeT pOCT KIIETOK
MeslaHoMbl ¢ myTtanuei rena BRAF [1].

Heab. M3y4nTh ONBIT UCMOIB30BaHUS TapreHTHOM Tepanuu Jlabpadhenudom u
Tpamernnnbom y nanuentoB ¢ MMK B I'pogHeHckoM 061acTy.

Metoabl McciaeaoBaHus. [[poBeieH peTPOCIICKTUBHBIN aHAIN3 MEIUIIMHCKON
noKyMeHTaluu 18 manueHtoB Ha 0aze ['pOJHEHCKONW YHMBEPCUTETCKOW KIIMHUKHU C
MMK. V¥V Bcex mnanumeHTOB OBLIO MPOBEACHO MOJEKYJISIPHO-TEHETHYECKOE
TecTupoBaHue U oOHapyxkeHa myTanus B reHe BRAF V600E, nocine yero naiueHTam
MPOBOJMJIACH TapreTHas Tepamus npemapatamu gabpadennd (Tadummap) wu
TpaMeTuHuO (MEeKuHUCT).

Pe3yabTathl M UX 00cy:kaeHnue. [Ipu ananmse maTepuana yCTaHOBJICHO,; UTO U3
18 uccnenyembix 12 uenosek (66,7%) coctaBuiiu xKeHIUMHBI. Bo3pacTHoOU Anana3oH
oT 29 no 73 ner. CpenHuil BO3pacT MalMeHTa 55 JIET, 4YTO COOTBETCTBYET CPEIHEM
BO3paCTy 3a00JIeBAEMOCTH IO MEXKTyHAPOIHBIM JJAHHBIM.

Haubonee wacto BcTpeuaemoi Jokanuzamuert MMK ™ usBisieTrcss o06macTb
TynoBuia — 7 narueHToB (38,9%), BOJIOCUCTON YacTu FOJIOBBI U Mien — 4 marueHTa
(22,2%), HwxHUX KOHeuHOocTel — 4 mammenta (22,2%), BepXHMX KOHEYHOCTEH —
1 manuenT (5,6%).

Haubosiee yacto ormedasnoch JumdoreHHoe meractazupoBanue y 16 (88,9%)
MaIMEeHTOB, F'eMaTOreHHOE MeTacTasupoBaHue B.Jjerkoe — y 7 (38,9%), romoBHOM
Mo3r —y 3 (16,7%), meuens —y 1 (5,6%), cene3éuky —y 1 (5,6%), MeCTHBIN peruanuB
ObLT 0OHapyskeH y 8 (44,4%) naruenToB. Y GosbimmHcTBA — 13 (72,2%) ManueHToB —
OTMEUAJIOCh MeTacTasupoBaHue B 2 # Oomee oprana. B 2 (11,1%) cmyuasx y
MalMEeHTOB 0OHAPYKEHO METACTAa3MPOBAHKE 0€3 YCTAHOBIICHHOTO MTEPBUYHOTO Ovara.

CraguitHocTh miporiecca MMK 'y natnenToB Obiia cienyromas: 0 — 1 (5,6%), | —
5(27,8%), 11 — 6 (33,3%), 11 -1 (5,6%), IV -5 (27,8%).

W3bsa3BiIeHE IEPBUYHOM OMYX0JIH ObLIO BhISIBIEHO Y 6 (33,3%) manueHToB.

[To knaccudukanuu. Knapka: 1 yposens — 1 (5,6%), Il yposerr — 1 (5,6%),
Il ypoBens — 4 (22,2%);1Voyposens — 1 (5,6%), V yposens — 9 (50,0%).

[To kmaccudukamnust bpecioy: I cragus — 1 (5,6%), 11 ctamusa — 1 (5,6%), 111 — 4
(22,2%), IV cramus —1 (5,6%), V cranusa — 9 (50,0%) marueHTOB.

OnepaTtuBHOe. jeueHue npoBoaminoch y 17 (94,4%) nammentoB. B 1 (5,6%)
ciydae Bepu(dukaius Obuta TpOBEIEHA C TIOMOIIBI0 JKCIU3HOHHON OMOTICHH.
PanukansHoe omnepaTuBHOE JedeHus mnpoBoawiock y 17 (94,4%) mnaiueHToB,
MOBTOPHOE OllepaTUBHOE JeueHue notpedonansoch B 10 (55,6%) ciayyasx.

JlydeBas Ttepamus mepen Hadanom KypcoB TT mpoomwmace y 5 (27,8%)
MTalICHTOB.

Jo naznauenus TT mpenaparamu nabpadennd u tpamerunud B 10 (55,6%)
CIydasX TpUMEHsJIach XHMHOTEpamus ¢ HUMMyHOTepamus. B kadecTse
MMMYHOTEpAIUU UCIIOJIH30BAJICS POHKOJICHKWH, XUMHOTepanun — JlakapOa3uH wim
Temobenn.

TT npemapatamu nabpaderHn® u TpamMeTHHUO HMCIOJB30BAJIaCh B KA4YECTBE
1 munann — 8 (44,4%), 2 muaun — 3 (16,7%), 3 muaun — 4 (22,2%), 4 nuaun —
3 (16,7%). Ilocne mpoBenenus kypcoB TT mporpeccupoBanrie HaOIIOAATOCH TOJIBKO
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y 4 (22,2%) nanuenToB, Ha 3-4 muHUK JedyeHrus. CMepTh OT OCHOBHOTO 3a00JIeBaHUS
Hactynuia y 1 (5,6%) nanuenta, TT Hauata B 4 TUHUU JI€UECHUS.

BoiBoabl. Tapretnass tepamnus aadpageHnO0M M TpaMEeTUHHOOM Yy TAallMEeHTOB
I'ponnenckoii obmactu ¢ MMK u mytammeit B BRAF V600E dare Bcero HazHavanach
Ha 2 W MOCIEAYIOUMX JIMHUSX Tepanuu. OTMedeHa HHU3Kask cMepTHOCTh Ha ¢one TT
(1 uenoBek), mporpeccupoBanue (4 yenoBeka). BOJBIIMHCTRY MAIMEHTOB MPOBOINIOCH
OMEpaTUBHOE JICYECHHUE, TMOJIOBUHE M3 HHUX MOTPeOOBAIOCH IOBTOPHAS OMEpaIysl.
[IpoBeneHMe KOMIUIEKCHOIO JICUEHHWS TOKAa3ajlo JIy4lllMe pe3yJbTaThl — 00Ien
BBDKMBAEMOCTH B CPABHEHUH C MCTIOIb30BAHUEM TOJIBKO JIEKAPCTBEHHBIX MPEIIAPATOB.
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FTEHETUYECKUH IIOJIMMOP®H3M A1298CFEHA MTHFR
U PUCK PA3BUTHUS APTEPUAJIbHOWN UIIEPTEH3UU
y IETEH

Jlykiua A. B., 'opuakosa 0, B.™Makcumosu4 H. A.
I'ponHEHCKMI rOCYAapCTBEHHBIA MEAULIMHCKUN YHUBEPCUTET

HayuHbiM pykoBoauTEAb: A-p MeA. Hayk, npod. MakcmoBmd H. A.

AKTYaJIbHOCTbD. ViccieioBaHUa TMOCHEOHUX JIET JEMOHCTPUPYIOT BIIUSHHE
HapyieHuid oOMeHa (OaTOB B NATOTEHE3€ CEPACUYHO-COCYIUCTBHIX 3a00JICEBAHMIMA
[1, 2, 3]. AxkTuBHO W3y4YaeTCsl POJb B Pa3BUTUU apTepuaiibHOW TumnepreH3uu (Al)
TreHETUYECKU OOYCHOBJIGHHON TMIIEProMOLIUCTENHEMUH, ACCOLIMUPOBAHHON C T€HOM
MetunenTeTparugpodonarpenykrassl (MTHER) [4].

Hean. A3yauTh pacnpeniesieHlne 4acTOT TeHOTUIIOB U ajuiesie moauMopgdhHOro
BapuanTa. Al1298C rema MTHFR u oneHuts €ro BIusSHHE Ha PHUCK Pa3BUTHS
apTEpUaAIBHON TMIIEPTEH3UH Y JIETEMH.

Metoabl ucciaenqoBanus. Marepuanom AJisi U3y4€HUSI YACTOThI BCTPEUAEMOCTH
omHonykieotunnoit 3amensl A1298C B trene MTHFR mochyxunm o6pasisi
reHomaor JIHK, momyuennoit u3 neikonutoB nepudepruyeckoit kpoBu 90 aeteil.
I'pynmy 1 (n=39) cocTtaBuin A€TH C apTepHAIBHOW TUNEPTEH3UEH, rpynmy 2 — ¢
BBICOKMM HOPMAaJbHBIM apTepUaIbHbIM JaBiieHueM (n=22), rpynny 3 — 29 ycioBHO
3MOPOBBIX JETed W3 TPYII MNEePUOAUYECKOr0 JUCHAHCEPHOTO HAOIIOICHHUS.
C nmoMomipl0  OHJIAWH-KAJIBKYJSATOpPAa  MPOM3BEIEH  pacyeT  COOTBETCTBUSA
pacnpeneneHuss TeHOTUIIOB M ajuieJied B BBIOOpKE JeTed paBHOBECHIO Xapu-
BaiinGepra. 3nauenue p>0,05, mosydeHHoe B pesyiabTare aHamuza (A1298C —

508





