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NMHHOBAIMOHHBIE METO/IbI AIMATHOCTHUKH
BA3AJIBHOKJETOYHOMN KAPIITMHOMBI

Anumyxamenosa Hacuma Illep3on ku3u
Kokon0aeBa Anmma A3u30BHA
MexnyHapoaubiii yauBepcuteT Kumé B Tamikenrte
CrynenTsl 3 Kypca jgeueOHoro paxkynbrera

AnHoTaumsi: Hactosmuit 0630p mocBsmién 6a3aibHOKICTOYHON KaplIMHOME
KOXKM CaMOM pacupOCTPaHEHHOM 37I0Ka4€CTBEHHOM OITyXOJIM KOXKHOTO ITOKpOBa. B
paboTe paccMaTpUBAIOTCA aKTyallbHbIE JIaHHBIE O MPUYMHAX W MEXaHU3Max e¢
pa3BUTHUSI, BKJIIOYAsl BIUSHUE YIbTPA(PUOIECTOBOrO H3IYUYEHUS] U TEHETUUYECKUX
myTtaruii. Takke B cTarbe MOAPOOHO UBJIOXKEHBI KIMHUYECKUE (HOpMbI
3a00JIeBaHUS U OXapaKTEPU30BaHbl COBPEMEHHBIE METO/IbI IMarHOCTUKHU, BKIIOYAS
JIE€PMATOCKOIIHIO, ONTHUYECKYI) KOTEPEHTHYIO TOMOTpaUi0 M OTpaXaTeJIbHYIO
KOH(POKATHHYIO MUKPOCKOIIHIO.

Ha ceromnsmnuid faeHb 0a3aJbHOKIETOYHAs KaplUHOMA pPa3BUBAETCS
MPUMEPHO Y KAXJOTO MATOTO YEJIOBEKA B TEUEHUE KU3HU, IPU 3TOM BEPOSITHOCTh
€€ BOBHMKHOBEHUS BO3PACTAET C BO3PACTOM.[3]

KpoMe Toro, y MyX4dWH BEpPOATHOCTh pa3BUTUs 0a3adbHOKJIECTOUHOU
KapIIMHOMBI BBIIIIE, YEM Y YKEHIIWH.[4 ]

Kuarouessbie ciioBa:

bazanpHOKIETOYHAsE ~ KapUHMHOMA, HEWHBAa3WBHAs  JUArHOCTHKA,
nepmarockornusi, OKT, kondokansHas Mukpockonusi, , YO-uznyuenue.

Beenenune. bazanbHoknerounas kapuuHoma (BKK) sBisiercss cambim yacto
BCTPEYAIOIINMCSI BUIOM paka KoxkH, cocTaBiisast oT 80 1o 90% Bcex ciryyaeB. OHa
pa3BUBAETCA W3 KIETOK O0a3aJibHOTO CJIOS DIUACPMUCA U €ro TPHUIATKOB.
BosnuknoBenue BKK 00ycliOBI€HO CIIOKHBIM COYETAaHUEM BHEUIHECPEIOBBIX
¢dakToOpoB, MHAMBUAYATHHBIX (HEHOTUIMUYECKUX OCOOCHHOCTEH M TEHETHUYECKOM

MPEAPACIIONIOKEHHOCTH. [ 1]
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3a0oneBaeMOCTh  0a3ajJbHOKJIETOYHOW  KapLMHOMOM  CHHXKaercs  C
YBEJIMUEHUEM Teorpaduueckod MIMPOThl U 3aBUCUT OT CTENEHH MUTMEHTALMU
KOXKM HACEJICHUSI — 4YeM BBIIIE YPOBEHb MEJIAHMHA, TEM HWXXE PUCK Pa3BUTH
3aboneBaHus. [2]

MarepuaJbl 1 METOAbI:

JIuteparypHblii 0030p HayyHBIX TPYAOB 3a mocieanue S ner. [ns ananmsa
UCIIOJIb30BaHbl CTAThU, COJAEpXAIIUe JO0Ka3aTelbHyl0 0a3y MO COBPEMEHHBIM
METOJIaM JUarHOCTUKH 0a3anbHOKIETOUHOM KapimHoMbl Koxku (BKK)

Heas padorbl: OOOOMMTH JUTEpAaTYypHbIE JaHHBIE O WHHOBAI[MOHHBIX
METOJIaX IMarHOCTUKU 0a3aIbHOKJIETOUYHOM KapIIMHOMBI.

OcHOBHas 4acTh

Jdtrosorusi OCHOBHBIM (DaKTOPOM PHUCKA Pa3BUTHUS CIOPAAUYECKUX (HopM
NpU3HAHO JUIMTENIbHOE BO3/ACiicTBUE yibTpaduoneToBoro (Y®) wuznydeHus
crektpoB B (290-320 um) u A (320—400 uM). Puck 3aboneBaHus yBeIUUUBAECTCS
y monei ¢ I-1I ¢poroTumnamm koxu, 0COOEHHO MpH HaKOIUICHHOM Y®-Bo3aelicTBUI
cebie 30 000 gacos.

JononHuTenbHble (PaKTOPbl PUCKA BKIKOYAIOT COCTOSTHUS UMMYyHOEepUITa
(B TOM 4MCIIe MOCIIE€ TPAHCIUIAHTAIMHA OPTAHOB), PEKHE HACIEICTBEHHbBIE KOKHbBIC
3a0oneBaHus (manmpumep, IIATMEHTHYIO KCepozepmy), BO3JICICTBHE
UCKyCcCTBeHHOTO Y®-m3nyuenus (Bkmouas PUVA-tepanuio), MBIIIBIK |
vonusupyromiee uznydeHue. Yacto BKPK Bo3HukaeT B 30HE MNpeapakoBbIX
U3MEHEHUH KOXKHU, TAKUX KaK aKTUHUYECKHUM KEPATO3.

Ha ™MonekynspHOM ypOBHE BBISBISIIOTCA COMaTUYECKHME  MYyTallMH,
npeuMyiecTBeHHo ¢ «Y@-noanuckio» (3amensl C>T u CC>TT). Yame Bcero
nopaxatorcs rensl PTCH1 (58—69%) u TP53 (44-65%). Myrtauuu B PTCHI1
CONPOBOXKIAIOTCS TOTEPEN TEeTEPO3UTOTHOCTH U TMPUBOJAT K AaKTUBAIUU

curHanpHoro nytu SHH, uto 3amyckaetr nponmdepalyio KISTOK depe3 OeiKu

SMO u GLI1.[5]
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IHarorenes3 bKK pa3BuBaercss U3 CTBOJOBBIX KJIETOK BOJIOCSHBIX
dosuKya0B WM snuAepMuca. B GonbmmHeTBe ciydaeB (10 90%) KitoueBbIM
MEXaHMU3MOM BBICTyNaeT akTuBanus curHanpHoro mytu Hedgehog (Hh), oGpruno
HEAaKTHUBHOTO Y B3POCIbIX.

[lyckoBBIM MOMEHTOM CIYKUT CBsa3biBaHue juranga Sonic Hedgehog c
peuentopom PTCHI1, uyto aktuBupyet 0enox SMO u ganee TpaHCKPUIIIMOHHBIE
dakropsl GLI. 910 cTUMYIUpPYET NponrQepaIfio OMyX0JIeBbIX KIETOK.

HaubGonee vactel mytanuu B PTCH1 (11,5-66,7%), pexxe — B SMO (9,5—
25,8%) u SuFu (10 4,8%).

Knunanueckue ¢popmer BKK:

BbLaenstor Tpu 0CHOBHBIE (POPMBI 3a00JIEBAHUS:

[TosepxnoctHas (~10%)

Jlokanu3zyeTcst Ha TYJIOBUILIE U KOHEUYHOCTSX. [IposBIIsieTCs po30BbIM MATHOM
c Onectsamieli TMOBEPXHOCThIO. PocT MejieHHbI. BO3MOXHBI  MOATHIIBI:
MUTMEHTHBIA U CAMOPYOITYIOIIIUIACS.

Honynspuas (~75%)

Yame Bcero BcTpeuaercs. Omyxonb — OKpPYDIbIM y3ed ¢ Onectsauier
IIOBEPXHOCTBIO,  CKJIOHHBIA K  HW3BA3BICHUIO. BapuaHTBl:  S3BEHHBIN,
MHQUIBTPATUBHBIA, MPOOONAIOIIMMA, NHUIMEHTHbIM U aAp. Hawmbomee wacto
JIOKAJIU3yeTCsl Ha TOJIOBE U IIIEE.

CkaeponepmomnoaooHas (~6%)

[I0THBIE OYaru TEJIECHOTO LIBETa C MEepIaMyTPOBBIM OJIECKOM, CKJIOHHBIE K
r1yOokor wHBaszuu. llogTumbel —  pyOIoBo-arpoduueckass u  sS3BEHHAS.
®dubposnuTenroma [InHKyca — BO3MOKHBIN BapUaHT ATOU (POPMBL.[6]

JAunarnocruka

1.Jlepmarockonus MPENOCTaBISAET BO3MOXKHOCTh pPACCMaTpPUBATh KOYKHbBIC
CTPYKTYpbl, HENOCTYyNHbIE [JIsi HAOMIOACHUS HEBOOPYXKEHHBIM TJIa30M, C
WCIIOJIb30BAHUEM  YBEIMYUTENHHOW ONTHUKKA ©  TOJIIPU30BAHHOTO  JIHOO

HCTIOJIAPU30BAHHOTO OCBCIICHUA. MGTOI[ AKTUBHO BHCAPACTCS B KIMHHUYCCKYIO
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MIPaKkTUKy, U B psjae crpaH cBeiie 90% aepMarosoroB NPUMEHSIIOT €ro B
eXeHeBHOM padore.[7,8]

2.0ntuyeckas korepentHas tomorpadus (OKT) dopmupyer mzobpaxenue
Onmaromapsi pa3iWuvsM B CTEIICHU OTPAKCHHSI CBETA OT PA3JIMYHBIX AJICMEHTOB
KOXKHBIX TKaHEW W TO3BOJISIET BU3yalM3UPOBaTh Oosiee MTyOOKHE CIIOM KOXKHM Ha
DIyouHy 10 2 MM.[9]

JlaHHast METOJIMKA YK€ 3apeKOoMEeHI0Basa ce0sl Kak BO3MOXKHAS aJlbTepHATHBA
NYHKIIMOHHOW OWOICUM TpHU JAUATHOCTUKE 0a3albHOKJIETOUHON KapIUHOMBI,
MO3BOJISASI COKPATUTh KOJIMYECTBO HEOOOCHOBAHHO MHBA3MBHBIX BMEIIATENLCTB . B
paMKax MHOTOLEHTPOBOIO PaHIOMU3UPOBAHHOTO UCCIEAOBaHUS, HAPABICHHOTO
Ha TIOJITBEPKJCHUE HE MeHbIer 3(PeKTUBHOCTH MeToNa, ObLIM 00CIeHOBaHBI
553 mammenTa crapmie 18 met. YuactaukoB ¢ nogo3peHuemM Ha BKK BHe H-30HBI
(o0macTu BBICOKOTO pHCKA Ha JIMIIE) CIy4alHbIM 00pa3oM pachpenessuiv JIu0o B
rpyIy, MOpoxoauBlIyr oOcnegoBanue ¢ nomoupio OKT, nmubo B rpynmy
CTaHJApTHONW OHWONCHM, WCIOJB3Yysl CHUCTEMY OHJIalH-paHoMM3aluu. B
pesynbrare 95% nauuentoB (250 u3 263) B rpynne OKT u 94% (262 u3 278) B
KOHTPOJILHOW TpyMnre He MPOJAEMOHCTPUPOBAIM MPU3HAKOB OCTATOYHOTO JHOO
PELUIMBHOTO HOBOOOpa30BaHUS, BKJIIOUas Kak MPEIPAKOBbIE, Tak M
3JI0Ka4€CTBEHHbIC U3MeHEHNU.[10]

3.OtrpaxarenbHas koHpokanbHas mukpockonus (OKM) npeacrasnsier coboi
HEMHBA3WBHYI0  BHU3YaJU3alMOHHYID  TEXHOJOTHIO, OPUMEHSIEMYI0O B
JIEepMaTOJIOTUU JIJIsE TIOJIYYEHHS U300paKeHUN KOXKH B PEKUME pPeaibHOTO
BPEMEHHU, TPEUMYIIIECTBEHHO MPH OIIEHKE MEJIAHOIUTAPHBIX 00pa3oBaHuid. [11]

B knuHWYeckod NpakTHUKE OTpaxkaTenbHas KOH(POKaJbHAs MHUKPOCKOIHUS
CUMTAETCS XOpOIIO HW3YYEHHBIM W TPOBEPEHHBIM METOJIOM OIICHKH KOXXHBIX
HOBOOOpa3oBaHUW. MHOTOYHCIICHHBIE WCCICIOBAHUS TIOATBEPAUIN, UYTO €€
UCIOJIb30BaHKUE B JIOMOJIHEHUE K JIEPMATOCKONUHU oOecrneunBaeT 0ojiee BHICOKYIO

JIAArHOCTUYECKYIO TOYHOCTH u 3¢h(HEKTUBHOCTH MOHHUTOPHUHTA
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0a3abHOKJICTOYHONM  KapIMHOMBI [0  CPAaBHEHUIO C  OJHOW  JIUIIb
nepMarockonueit.| 12]

B aByxuenTpoBoM ucciienoBannu ¢ yaactueM 100 manmeHToB, MpOBEAEHHOM
Kagym u coaBropamu, ObUTIO YCTaHOBIEHO, 4YTO 3(PPEKTHBHOCTH In Vivo
JTUArHOCTUKU 0a3aJIbHOKJIIETOUHON KapLUUHOMBI C TOMOINBIO OTpa)kaTeIbHOU
koHpokampHOM  Mukpockormuu (OKM)  comoctaBumMa ¢ pesyiabTaTaMu
NYHKIIMOHHOW OMOTICHM M TMOCJEAYIONEeH THUCTONOrnYeckoi Bepudukanmu. Tak,
gyBcTBUTENBHOCTE OKM coctaBuiia 100% 1o cpaBHeHuto ¢ 93,94% y Guorncun,
TOTJa Kak crnenu@UYHOCTh MeToja okazaiach Hmke — 38% mnpotuB 79%
COOTBETCTBEHHO. Tem He MeHee, ipu nuddepernuanuu noaTunos omyxonun OKM
MOKa3aJila MEHbIIIYI0 TOYHOCTh, 0COOEHHO B cirydae MH(GUIbTpaTuBHBIX Gpopm BKK
(50-85% mmpur OKM nipotuB 77% tipu 6uoricun).[13]

3akioueHue

bazanpHOKIETOUHAs ~ KapUMHOMAa  MPEACTABISIET  COOOM  MENJIEHHO
nporpeccupyioniee, HO MOTEHUUAIbHO JECTPYKTUBHOE HOBOOOpa3oBaHHUE,
dopMupyromieecss NPEeUMYLIECTBEHHO MOJ BO3ACHCTBUEM YIbTPa(HOIETOBOIO
oONMydeHUsT W  TEeHEeTUYeCKUX u3MeHeHuil. [IpumeHeHune  COBpPEMEHHBIX
BU3yaJIM3allMOHHBIX METOJAWK, Takux Kak jaepmarockonus, OKT wu OKM,
CYILIECTBEHHO YJIYYILIA€T PAHHIOIO TUAarHOCTUKY U MOMOTAET B U PepeHnpoBKe
KIuHu4Yeckux (opm 3aboneBaHusi. HemHBa3MBHBIE TEXHOJIOTUU JTEMOHCTPUPYIOT
BBICOKYIO0 YYBCTBUTEIBHOCTh U CHEIU(DUUHOCTH, YTO TMO3BOJIAET paccMaTpuBaTrh
X KaK JOCTOMHYIO ajbTepHATHUBY WMHBA3MBHBIM METOaM, BKJIOYasi OHOIICHIO,
0COOEHHO Ha paHHUX cTanusx Oosne3Hu. COBPEeMEHHBIA MYIBTUIUCIUTITHHAPHBIN
noaxoj; ToBbIMAET 3(PHEKTUBHOCTh JUATHOCTUKH U CIIOCOOCTBYET BBIOOPY
ONTUMAJILHOW TaKTUKH JICUCHUS.
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