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DICER-1 KAK NPEABECTHUK 3JTOKAHECTBEHHOCTW
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DICER-1 AS A HARBINGER
OF MALIGNANCY
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A. Balakina

Summary. DICER1 syndrome is a syndrome of high pleiotropic
predisposition to tumors, which has been gaining increasing recognition
in the last 10 years. Diseases with this syndrome arise as a result of
mutations in both copies of DICER1, a highly conserved gene that is
critically involved in the biogenesis of microribonucleic acid (microRNA)
and, consequently, in the modulation of messenger RNAs. Some
individuals carry an inherited germ line mutation that disables one
copy of DICERT. In turn, these tumors associated with DICERT are
very characterized by a second mutation or «second push», which,
in turn, changes the function of another copy of the gene. About 20
hamartomatous, hyperplastic or neoplastic conditions include DICER1
syndrome. Most of them do not pose a threat to life, but some are
aggressive malignant neoplasms. The hallmarks of DICERT syndrome
are some rare tumors, including pleuropulmonary blastoma, cystic
nephroma, Sertoli-Leydig cell tumor of the ovaries, sarcomas of the
cervix, kidneys and brain, pituitary blastoma, medulloepithelioma of
the ciliary body and chondromesenchymal hamartoma of the nose.
Currently, diagnosis of DICERT syndrome is still performed late, usually
after surgery, which affects patient outcomes.

Materials and methods: materials from PubMed and PubMed Central
resources of the National Medical Academy were used to analyze the
literatureUS Libraries, Google Scholar, Elsevier Clinical Key and Elsevier
Science Direct.The sample consisted of scientific papers on DICER1
syndrome. Only articles in English that contained original research results
or reviews on the topic were included. Articles that were unrelated to
the research topic, were duplicates, or were not available in full text
were excluded from the sample. As a result, 25 articles were selected.
To analyzethe scientific literature, a qualitative method based on
content analysis, namely the definition of analysis units — headings,
annotations and keywords of articles; calculation of the frequency and
percentage distribution of analysis units by analysis categories using
Excel; interpretation and generalization of the analysis results.

Keywords: DICER1 syndrome, micro-RNA, gene, pleuropulmonary
blastoma, embryonic rhabdomyosarcoma.
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Anromayus. Cunapom DICERT — 370 cMHAPOM BbICOKOI NNElOTponHoli npea-
PacnonoxKeHHOCTH K ONyXonAM, KOTOPbIi nofyyaeT Bce Gonbluee npusHaHue
B nocnegHue 10 net. 3a6oneBanua npu faHHOM CUHAPOME BO3HMUKAIOT B pe-
3ynbrate myTauuii B 06enx konuax DICER1, BbICOKOKOHCEPBATUBHOTO reHa, Ko-
TOPbIAl KPUTUYECKN BOBNEYeH B OMOreHe3 MUKPOPUOOHYKNENHOBOI KUCIOTbI
(MukpoPHK) u, cnepoBatenbHo, B Mogynaumio MecceHmxepHblx PHK. Hekoto-
pble MHAMBMAYYMbI HECYT YHACNe[OBaHHY MyTaLMio 3apoAblLLeBoid IMHIK,
koTopas oTkntouaet oy Konuto DICERT. B cBoto ouepesp, Ana 3Tux onyxoneii,
accounmpoBaHHbix ¢ DICER1, oueHb xapakTepHa BTOpas MyTaUua UK «BTOPOit
TONYOK», KOTOPbIN, B CBOI 0Yepedb, U3MeHAET QYHKLMIO APYroil KOMUN reHa.
Okono 20 ramapTOMaTo3HblX, rUNEPNAACTUYECKUX WK HEOMAacTUYeCKuX Co-
CToAHNI BKMtoYatoT cuiapom DICERT. BonblWMHCTBO U3 HUX He NPeACTaBAAT
YrpO3bl ANA XKU3HM, HO HEKOTOpbIE ABAAIOTCA arpeccMBHBIMI 310KaYeCTBEHHbI-
MI HOBOOOpa3oBaHuAMU. OTnnuuTenbHbIMM npusHakamn cuuapoma DICER1
ABNAIOTCA HEKOTOpbIe pefKue 0NyXou, BKNKYaA NNeBponybMOHabHYl0 6na-
CTOMY, KUCTO3HYI0 Hedpomy, kneTouHyto onyxonb Ceptonu-Jleligura ANYHIKOB,
CapKOMbl LUEIAKV MaTKM, OYeK 1 ronoBHOro Mo3ra, 6nactoma runodusa, meayn-
NO3NUTENMOMA LiMAINAPHOTO TeNa 1 XOHAPOMe3eHXMManbHadA ramapToma Hoca.
B HacToAwee Bpema gnarHocTuka cunapoma DICERT no-npexxHemy npoBoguTca
M03[3HO, 00bIYHO MOCAIE XMPYPrIYECKIX ONepaLAli, YTo BAMAET Ha UCXOAbI NaLy-
€HTOB.

Mamepuans! u memodbi: ANA aHanu3a AUTepaTypbl NCNOAb30BANMCH MaTepUanbl
pecypcoB PubMed u PubMed Central HawnoHanbHoi MeanLMHCKOI bubnmotekm
(LLA, Google Scholar, Elsevier Clinical Key u Elsevier Science Direct. Bbibopka co-
(TOANA M3 HayuHbIX paboT, nocBAweHHbIx cuiapomy DICERT. bbinn BKAtOYEHbI
TONbKO CTaTblt Ha AHINMIACKOM A3blKe, KOTOPble COAepXani OpUriHanbHble pe-
3ynbTaThl UCCeA0BAHMIA UM 0630Pbl NO AaHHON Teme. VcKioueHnto 13 Bbibop-
K MOANEXaNN CTaTbi, KOTOPblE HEe MMeNN OTHOLLEHMA K TeMe UCCNIe[0BaHNS,
Obinu ay6anKaTamn AN HeZOCTYMHbI MOMHBIM TeKCTOM. B utore 6b110 0To6paHo
25 cTareit. [ins aHanu3a HayyHoil nuTepaTypbl ObIN UCNONb30BAH KaueCTBEHHIN
METO/}, OCHOBAHHbIiA Ha KOHTEHT-aHaN3e, @ UIMEHHO onpeieNneHue eMHIL aHa-
132 — 3aroNoBKN,aHHOTALMM 1 KNKYeBble COBA CTaTell; NOACYET YacToTbl
1 MPOLLEHTHOr0 pacnpeneneHna eauHIL aHanu3a no KaTeropuam aHanu3a, uc-
nonb3ys nporpammy Excel; nHTepnpetauna u 0606LLeHNe pe3ynbTaToB aHanm3a.

Knioueswie cnosa: DICERT cunapom, mukpo-PHK, reH, nnesponynbmoHanbHasa
6nactoma, 3M6puoHanbHas pabgomuocapkoma.
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BseaeHve

mHgpom DICERT nnn «cuHppom cemenHom npegpac-

NMONOXKEHHOCTU K OMyXOnAM MyeBPONy1bMOHaNbHOM

611acToMbl» SABNAETCA PefKMM reHeTUYecKknm 3aborne-
BaHVeM, KOTOpOe Npegpacnonaraet NaLeHToB K Pa3BUTHIO
3/10Ka4YeCTBEHHbIX U He3MoKauyecTBeHHbIX 3abonesaHmi [1].
JInua ¢ cnHppomom DICERT nopBepratotcs NOBbILLIEHHOMY
PUCKy pa3BuUTUA: NIeBpONynbMoHanbHol 6nactomsl (MMB),
KoTopas ABNAeTCsA Hanbosee pacnpocTpaHEHHbIM HOBOOO-
pa3oBaHueMm, accounmnpoBaHHbiM ¢ DICERT; cpean 3abone-
BaHMI LWUTOBUAHON »Kefne3bl — MHOroy3noson 306 (MY3)
n onddepeHUnpPoBaHHbIN paK WUTOBUAHON xenesbl (PLLK);
KMUCTO3HOWN HedpoMmbl U1, pexe, onyxonu Bunbmca nnm aHa-
NNacTUYeCcKom CapKoOMbl MOYKM; ANYHUKOB OMYyXOJK, Takme
Kak KneTku Tna Ceptonu-Jlengura v asméproHasnbHas pab-
nomMmurocapkoma (OPM) [2-4]. Y peten ¢ cungpomom DICER1
peaKko MOryT pa3BUTbLCA OMyXOJM FOSIOBHOMO MO3ra, Takume
KaK nmnHeobsiacToma, Ha3asibHasi XOHAPOME3eHXMasbHas
ramaptToma 1 mMepynnosnuTenMoma uunmapHoro tena [5].
MNMpegnonaraemasa pPacnpoCTPaAHEHHOCTb MATOreHHbIX Ba-
puaHtoB DICERT B o6weli nonynaummn coctaensaet 1:10600
N U3-3a FeTEPOreHHbIX KIMHUYECKUX OCOOEHHOCTEN U pea-
KOCTW 3TOro CMHAPOMa ero AnarHOCT/Ka OCTaeTCA CNOXKHOM
3afaven ana KNIMHULUCTOB. B oHKonornyeckon nonynaumnm
pacnpocTpaHeHHOCTb 3Toro 3aboneBaHUA OLEeHMBaeTCA
B 1:4600. MepBble CMMNTOMbI MOABNATCA B NMepBble ABa
[ecATUNETUA XKN3HW, CYLLLeCTBEHHbIX Pa3vynii No nony unm
STHUYECKUM Fpyrnnam Her.

MneBponynbmMoHanbHaa 6nactoma BCTpevyaeTca npeu-
MYLLIECTBEHHO Y OYeHb MaNieHbKNX AeTen. KnnHnyeckn 3Ha-
yrmbli MMNB 06bluHO HabnopaeTca y MnageHUeB 1y aeten
MIaLle CceMm NET; OfHAKO COOOLLANOCh O PefKUX CiyJasnx
y OeTen cTapLuero Bo3pacta 1y 0gHOro B3pocsnoro [6].

len DICERT pacnonoeH Ha xpomocome 14432 n kogu-
pyeT 6enok maccor npnbnusntenbHo 200 k[a. 3To aHJopU-
6oHykneasa cemenctea PHKas Ill, yyactsytowan B npouecce
NpoAyLMpPOBaHUA 1 co3peBaHNa 6onblUMHCTBA MUKPOPHK,
KoTopble MpefcTaBaAloT coboii Hebonblume HeKOAUpYLo-
wue PHK gnnHom ~22 HykneoTupa, KOTOpble, Kak 1U3BeCT-
HO, MrpaloT K/OUYEBYIO POSib B MOCTTPAHCKPUMLMOHHON
perynauun mukpoPHK [7]. Oeperynauna mukpoPHK oka-
3blBaeT NMPOOHKOTEHHbIN 3PPEKT: CBEPXIKCNPECCUA OLHOM
MUKPOPHK MoXeT MHrmbmnpoBaTb TpaHCIALUIO 6enka reHa-
cynpeccopa onyxonu, B TO Bpems Kak NofaBneHne peryns-
unn gpyron MUKpoPHK moxeT noBbiwatb ypoBeHb Genka
oHKoreHa. MukpoPHK reHepupytoTca 13 3apoxkgaloLenca
nepsnyHoi MUKPOPHK (npe-mukpoPHK). Mpe-mnkpoPHK
ob6pabaTbiBaeTca DROSHA B sigpe, KOTopoe BbICBOOOXKAaeT
npepLwecTBeHHVK B dopMe Wwnunbku. npe-mmkpoPHK nepe-
MELLAIoTCA M3 AApa B UUTOMIA3My C MOMOLLbIO SKCMOPTU-
Ha 5 (XPO5) n pacwennatotca DICER. MonyuyeHHbI Hebonb-
wow PHK-gynnekc 3arpy»aetca B 6enok Argonaute (AGO),
KOTOPbIN COXPAHAET TONbKO OAHY HUTb 3penon MUKPoPHK

n ypanaet gpyryt. AGO, Harpy»eHHbIn MUKpoPHK, acco-
uumnpyetcs C apyrumm Kodaktopamu u obpasyet sdpdek-
TOPHbIN KOMMAEKC, Ha3sbiBaembln PHK-mHAayumpoBaHHbIM
cavneHcuHrosbim komnnekcom (RISC). RISC wmHpyumpyet
pacnag mukpoPHK 1 nogasneHuve TpaHcnAuMy nytem B3a-
MMOAENCTBUA C KOMMAEMEeHTapHbIM/ NocnefoBaTefibHO-
cTAMK B 3'-HeTpaHcnpyemori obnactu (3'-UTR) mukpoPHK
reHa-muweHn. B uenom, onocpeaoBaHHbI MUKPOPHK KOH-
TPOJb SKCNPECCUN FTeHOB UMeeT peLualoLiee 3HayeHne ans
peakumm KNeTOK Ha OKUCAWUTENbHbIA CTPeCC, FMMOKCUIO
n nospexpaeHve JHK, n no 3ton npuymHe OH yyacTByeT
B TaKMx 3aboneBaHunAX YenoBeka, Kak pak [8]. B HacToALlee
BpemA guarHoctuka cuHgpoma DICERT no-npexHemy npo-
BOAMTCA NO3AHO, 06bIYHO NOC/E XMPYPrmyecKknx onepawmn,
YTO BNUAET Ha UCXOLbl NALNEHTOB, 0COGEHHO Npu onpepje-
NeHNN JanbHenLwen TakTUKN TIeYeHus.

[MnoTe3a o AByX MonafaHWAX, TakKe M3BECTHaA Kak
runote3a KHyAacoHa, Oblfia nmepBOHayanbHO MpeasioxKeHa
B 1953 rogy n oduumanbHo noctynuposaHa KHyacoHom
B 1971 rogy. [mnoTte3a npegnonaraet, YTo ANA BO3HMKHO-
BEHVA aHOManui UHAMBUAYYMY TpebytoTca fiBe OTAeNbHble
MyTaLUun B KaXKAOM asnsesne, 1 4To TOIbKO OQHON MyTauumm
B OQHOM aJifiefie HefoCTaTOYHO, YTOObI BbI3BaTb 06pPa3oBa-
Hue onyxonen. Kak npaBusio, HacnegyeTca ofgHa mMyTauums,
KoTopaa cama no cebe oTHocuTenbHO 6e3BpeaHa. OgHako
BTOpasA MyTaUMA MOXeT [eNCTBOBaTb B TaHAeMe C NepBoW
1 NPUBECTN K BO3HMKHOBEHWIO paka. B page cnyyaes ru-
notesa o ABYX NOPaXXeHUAX ONUCbIBaeT MEXaHU3M, C MOMO-
b0 KOTOPOro MPONCXOAUT Ae3aKTMBaLMA reHa-Cynpecco-
pa onyxonwu [9].

OnKcaHHbIN Bbille MexaHu3M Oblfl MOATBEPXKAEH PAAOM
cnyyaes ntogen ¢ cuHgpomom DICER1. B uacTtHocTu, B 3TKX
Cnyyasax yyacTBOBanM NiOAN TONIbKO C OOHOW OYEeBUAHOW
MyTaLMen 3apOAbILLEBON IMHAW U CUMITOMaMU, XapakTep-
HbimK ana cnHgpoma DICERT. Ho HepgaBHMe nccnegoBaHms
nokasanu, 4to nayuneHTtbl ¢ cnHgpomom DICERT He Tonbko
yHacnegoBanu myTtaumm B ogHom annene reHa DICERT, Ho m
npuobpenn comatTUyeckylo MyTauuio BO BTOPOM annene
reHa DICERT. Tunotesa o AByX NopaeHUAX MpUMeHuma
K myTtaumam DICERT n ponu Kak reHa-cynpeccopa onyxonu.
Bo BTOpOM Ciyyae 6biniv 06HapY»KeHbl COMaTUYecKme My-
Tauun B pomeHe PHKaswbl lllb rena DICER1. MiccnegoBaHue
C yyacTvem Tpex feTter C onyxonbio Bunbmca nokasano,
YTO rMMNoTe3a O AABYX NOPAXKEHUAX NPMMEHNMA K CUHAPOMY
DICER1 npu ¢popmumpoBaHum onyxonu Bunbmca [10]. Y na-
LMEHTOB OblNn OBGHapy»KeHbl MyTaLMW 3apOAbILIEBON Nu-
Hun DICERT, n npn CKpUHMHIe Ha comaTnyecKkne MyTauum
DICER1 6b1n11 06Hapy»eHbl coMaThyecKue MyTaLmm B JoMe-
He PHKasbl Illb Ha BTOpom annene. O6nactn reHa, Kogupy-
towme gomeHbl PHKa3bl Ill, ABnATCA reHeTUYeCKMn rops-
YMMM TOYKaMK AnA comatudeckux myTtauun B reHe DICERT.
buannenbHble myTtaumm DICERT pacnpocTpaHeHbl npwu
NieBpONyIbMOHaNbHbIX 6ylacTOMax, NpPUYeM BTOpas MyTa-
uma nponcxoaut B gomeHe PHKasbl 1116 [11]. iccnegoBaHue
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11 mauveHTOB C MNeBPOMyNbMOHaNbHOM GnacToMon no-
Kasano, yto 13 11 nayueHToB ¢ myTaumamu reHa DICERT co
cnopagnyeckumy nieBponynbMOHaNbHbIMK  GnacTtomamm
BOCEeMb nmenu brannenbHble myTauum reHa DICERT1, B koTo-
pbiX ofHa 13 MyTauui Haxogunacb B foMeHe PHKasbl 1116.
HepaBHee coobueHvie o 6uannenbHbix MyTauuax DICER1
npu ¢pubpocapkome SMYHMKA Yy 9-NIeTHEN MaUMEHTKN Npo-
OEeMOHCTPMPOBANo BCTaBKY eAUHCTBEHHOINO OCHOBaHMA
3apopgbiweson nuHuK B reHe DICERT, Bbi3biBatoLyo casur
paMKy 1 npexaeBpeMeHHbIN CTON-KOAOH, a TakXKe BTOPYIO
TOUEUHYIO MYTaLMIO BHYTPU OMyXOMnu, KOTOpas npusena
K 3ameHe B aMUHOKMCNIOTHOM nonoxeHun 1813 B PHKaze
I116. B gpyrom KAMHUYECKOM MCCiefoBaHUM y4yacTBOBasa
14-mecAYHaA nauneHTKa ¢ AnarHo3om niesponyibMoHasb-
Has 6rnacToma 1 paHee yAaneHHOW KUCTO3HOW Hedbpomol
B Bo3pacTe 11 mecaues [12]. bbin nposegeH aHann3 myTaumi
B JOCTYMHbIX TKaHAX 1 nepundepunyeckon KpoBu, KOTopbIl
BbIAIBUJ, UTO 06a annens reHa DICER1 6binu ckomnpome-
TUpoBaHbl. MUCCeHC-reTepo3nroTHasa comaTuyeckas MyTa-
uua 6ona obHapyxeHa B [HK, nonyuyeHHON 13 KACTO3HOM
HedpoMbl, B AOMOJIHEHVE K yCeKaloLlen MyTaummn 3apoabl-
LIeBOW IHUK, OOHapPYXeHHOW 13 Nepudepryeckon Kposu
B DK30He 24, KoTopbili koanpyeT gomeH PHKas3bl 1116. OTa my-
TaumA 3apofblLlLeBOM NMHUN Gbina NOATBEPXKAEeHa Yy MaTepu
1 6abylwKn naureHTa. Kpome Toro, 6bis1o 06HaPY>KEHO, UTO
y 21-neTHen ABOIOPOAHON CECTPbl NaLMeHTa TakxKe nmeeT-
CA MyTaLuA 3apOAbILEBON JIMHUM, U paHee OHa fleymnacb
oT 3mbproHanbHoM pabaomrocapkombl B Bo3pacTe 14 net
1 MynbTUMOAANbHOro 306a B Bo3pacte 20 neT. YHuKanbHas
MUCCEHC-TeTepPO3UroTHasA CoMaTMyeckaa MyTauus Obina
ob6HapyXeHa B 3MOPUOHaNbHON pabioMmocapKome ABOo-
pofHoro 6pata MauMeHTKW. ITOT Cllyyail JeMOHCTPUPYET,
yto 6uannenbHble myTaumm B annensax DICERT, a He ranno-
HeoCTaTOYHOCTb, CMOCOOCTBYIOT MeXaHU3My CUMHAPOMA
DICER1. B gpyrom mcnepgoBaHumn Obino ObGHapy»KeHo, YTo
MyTaLV 3apOZAbILLIEBOW NIMHWW C NOoTepen GpyHKLUUN B Of-
Hom annene DICER1 pacnpocTpaHeHbl cpean MauueHTos,
a MyTaumm B ropaumx Touykax PHKasbl 1116 66111 meHee pac-
MPOCTPaHeHbI, HO Yalle 0OHapyK1BaNNCh BHYTPU OMYyXON.
MyTauun PHKazbl 11I6 Takke MoryT npeppacnonaratb na-
LMEHTOB K AOMONHUTENbHbIM MyTaumam n3-3a ponu DICER
B pennukaumn n penapauun JHK [13].

Ha paHHbI MOMEHT cyLlecTByeT ABa OCHOBHbIX MeTofa
anarHoctuky cuHgpom DICER1. [uarHo3s DICER1 yctaHaB-
nuBaeTcsa y npobaHfa nyTem umaeHTMdUKaLMW reTeposu-
FOTHOrO MO 3apPOAbILEBON NNHUN NATOFEHHOro BapuaHTa
y DICERT. MNogxoApbl K MONEKyNnApHO-reHeTUMYeckomy TecTu-
POBaHMIO MOTYT BK/lOYaTb KOMOUHALMIO F€HHOrO TecTu-
poBaHuA (TeCTMpPOBaHME C OAHVM F€HOM U MyJNbTUreHHasA
naHeJsib) 1 KOMMJIEKCHOro reHOMHOrO TeCTUPOBaHNA (CeKBe-
HMPOBaHMe 3K30Ma, MaCCKB IK30M, CEKBEHMPOBAHMNE reHo-
Ma) B 3aBUCMMOCTM OT peHoTUMa.

TecTpoBaHVe, HaLeNeHHOe Ha reH, TpebyeT, uTOObI
Bpay onpefenus, Kakme reHbl, BEPOATHO, 3a4eNCTBOBaHbI,

B TO BPEMA Kak reHOMHOe TeCTMpOBaHWe 3TOro He fenaer.
Mockonbky deHotnn DICERT wumpok, y nuy ¢ otnnuutesb-
HbIMM NPU3HaKamu, AnarHos, ckopee Bcero, OyAeT nocrtas-
NeH C MOMOLLbIO FeHHO-L|eNeBoro TeCTUPOBaHUA, Toraa Kak
y 1y ¢ GeHOTUNOM, HEOTANYMMBIM OT MHOFUX APYIUX Ha-
CNefCTBEHHbIX 3ab0neBaHNii C MOBbILLEHHON BOCMPUAMYM-
BOCTbIO K ONyXonu, ¢ 60sbliueil BEPOATHOCTbIO AnarHos Oy-
[eT NocTaB/ieH C NOMOLLbIO FeHOMHOTO TeCTpoBaHuA [14].

BapuaHTbl neyeHnA OTIMYaTCA B 3aBUCUMOCTI OT NPO-
asneHun cnHgpom DICER 1:

e [IMNB Tmna | neyntca NOMHbLIM XUPYPruyecknm ypa-
NIEHMEM C ablOBAaHTHOW XMMuWoTepanuein unu 6e3
Hee. MNAaTuneTHAa obwaa BbixnBaemoctb nuy, ¢ MMb
| Tna coctasnaeT 89 %; eAMHCTBEHHbIE CMepTU, CBA-
3aHHble ¢ [M1B | Tuna, npounsownu nocne nporpeccu-
posaHua go MMb Il unn Il Tuna. MNaunenTam ¢ Ir MIMB
TUMNa Ha3HAYaeTCs TONbKO pe3ekunst (Mnu Habnoge-
HUe NpW onpeaeneHHbIX KNMHNYECKMX 06CcToATeNb-
CTBaXx, BKJIlOYasA B3POC/YIO XWM3Hb). BbikrnBaemocTb,
cBAsaHHaA ¢ PPB, coctasnaet 100 %. MNM6 Il v Il Tn-
MOB fleyaTt arpeccnMBHON XUPYPrmyYeckom peseKkumen
N NIHTEHCUBHOW XUMMOTEPANuen; NATUNETHASA obLas
BblKMBaemMocTb coctaBnaeT 71 % n 53 % gna MMb 1l
n Il TMNoB cooTBeTCTBEHHO [15].

e [logxon npu MY3 oTnvMyaeTcs MeToauKON Habno-
neHuna ¢ nomouwbto Y3U ¢ broncneii n 6e3 Hee. Ynb-
TpPa3BYKOBOE UCCedOBaHMe MCNonb3yeTca AanA
NOATBEPKAEHWA HANINMUMNA N XapaKTePUCTUK y3na (y3-
NOB) N onpegeneHna HeobxoanMMoCT NMPoBeAeHUA
TOHKOMWTIOJNIbHOW acnupauroHHoOn 6uoncun. Xnpyp-
rmyeckoe BMeLUATENbCTBO MOAXOAMT ONA Y3eNKOB
C CMMNTOMaMW, Y3/10B CO 3HaYMTeSIbHbIM POCTOM MpH
cepuiiHom Y3W nnn y3noB € aHOManbHOW LMTONO-
rven Ha ocHoBe cuctembl Bethesda ana otuetHocTn
O LIUTONOTNN LUTOBUAHON Xene3bl [16].

e [lpu o6HAPYXEHUN CTPOMASIbHBIX OMYXOJIe ANYHU-
KOB M MOJSIOBOTO KaHaTuKa, B TOM 4YmMcfie Onyxonen
Ceptonu-Jlemgura ncnonb3yrTca CTaHAAPTHbIE CXe-
Mbl fleyeHuA ONA ONyxonen 3apofbleBblX KeTOK
ANYHMKoB [17].

e JlokanbHaAa pe3eKkumsa C Moc/eaylolen XummoTe-
panven, nogxogawen gna SPM, aABnAeTca OfHMM
13 NoAXOA0B K NeyveHunto. PelleHrie o gononHuTesnb-
HOM Jle4YeHNN NPVHMMAETCA Ha OCHOBE pe3yNbTaToB
6uoncmm nocse XMMrMoTepanuy U NocieayLmnx nc-
cnefoBaHUN BU3yanu3auun.

e brnactoma runodusa. Xupypruyeckas peseKkuma
ABNAETCA OCHOBOW NeyeHnsa. Cpegn cnyyaes, onu-
CaHHbIX B IUTepaType, Takxke Oblna onvcaHa agblo-
BaHTHasA, OObIYHO MHOroareHTHas XUmMUoTepanus
C nyuyeBoW Tepanuveln nnn 6e3 Hee. Hopmanuzaums
NnabopaTopHbIX MOKasaTeneh SHAOKPUHHOW CUcTe-
Mbl, ocobeHHO AKTI, oxupgaetca nocne onepauun
N SIBNAETCA NOJe3HbIM MAaPKEPOM aKTUBHOCTM 3a60-
nesaHus [18].
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KJINMHUYECKAA MEANLIMHA

B HekoToOpbIx MccnefoBaHMAX M3yyanocb MCNOJb30Ba-
Hune meTdopmuHa ana ycunenus perynauum DICERT n cea-
3aHHbIX C HAM OenKoB Yy MblLleit, YTOObl NPOTUBOCTOATL 3¢-
¢dekTam cnHgpoma DICERT. HecmoTps Ha To, UTO naumeHTam
¢ 6buannenbHbiMu myTauuamu DICERT 3To neueHve MoxeT
He NPUHEeCTU MOJb3bl, MALMEHTaM C U3MEHEHNEeM OJHOrO an-
nenaMoXeT 6blTb NpeasoxKeH MeTGOPMIH, YTOObI MONbITaTb-
€A yBennuuUTb BblpaboTky 6enka DICERT 1 KomneHcmpoBaTtb
nedununT, npepoTBpallan OHKOreHeTnyecknin Kackag [19].

BTOPOW COMATUYeCKOW TKaHecneunpmuyHom myTtaumm npu-
BOAUT K pasnunuHbiM eHoTMNaMm, HaumMHasa oT gobpokaye-
CTBEHHbIX MOPAXXEHU M 3aKaH4YMBaA 3/10KaueCTBEHHbIMU
onyxonamu. CKpHUHT Ha BapuaHTbl DICERT cneagyet npo-
BOAUTb y BCex naumneHTos ¢ PPB n paccmatpmsath ero npu
HebONbLIOM KONMYeCcTBe AOOPOKAUYECTBEHHBIX MOPAXEHNI
1 3/I0KaUYeCTBEHHbIX onyxonen. bbicTpoe BbifiBNEHME 3TOro
CUHAPOMA HeOOXOAUMO ANA MAAHMPOBAHUA NPaBUIbHOTO
HabMoAEHMA U CKPUHVHTA Ha Haslnyye OnyXxosnu B TeYeHne

BapuaHTamu 3apogbiweson nuHum DICER1; BO3HUKHOBEHNE

KN3HW NaUyneHTa.
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