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AHHOTAUMA

CvHppom bpyka—LUnurnepa (Brooke—Spiegler syndrome; OMIM #605041) AaBnsAeTcA pedgkuM, HacnegyembIM Mo ayTo-
COMHO-[0MWHaHTHOMY TUMY MOHOTEHHBIM 3ab0EBaHMEM, BbI3BaHHBIM MyTauMAMK B reHe CYLD ¢ ero pasnmMyHov neHe-
TPAHTHOCTbIO, KIIMHWUYECKM MPOABNAIOLLMMCA Pa3sBUTUEM MHOMECTBEHHBIX HOBOOOPA30BaHW NPUAATKOB KOMM: cnvpage-
HOM, UMAUHAPOM, CIUPALSEHOLMANHAPOM U TPUXOINUTENNOM.

B HayyHOM nuTepaType onmcaHbl HECKObKO GEHOTUMMYECKUX BApMaHTOB C MyTaumaMu B reHe CYLD: KnaccuyecKui
cuugpoM Bpyka-Llnurnepa; cMHOPOM MHOMECTBEHHBIX CEMEMHBIX TPUXO03MUTENIMOM (MHOMKECTBEHHbIE TPUX03MUTENM-
OMbl 6€3 UMAMHOPOM, CMMPafeHOM U [p.); CEMENHBIA LIMAMHOPOMATO3 (MHOMECTBEHHbIE LUIMHAPOMBI Ha BOJIOCUCTOM
YacTM rofioBbl — «TiopHaHHaA OMyXosb»); CUHAPOM MHOMECTBEHHBIX CMMPAZEHOM WUAM CNIUPASEHOLUIUHAPOM 63 Opyrux
HOB0O06pa30BaHW NMpUAATKOB KoKW, [NA YeTblpéx 3aboneBaHUM, accoLMMpoBaHHbIX ¢ MyTauuamu B rede CYLD, pacnipo-
CTpaHéHHocTb paBHa <1/1 000 000.

B HayuHoi nutepatype onucaHo 6onee 200 cnyyaeB cuHgpoMa bpyka-LUnurnepa, yalle accoLMmpyemoro ¢ *eHCKUM
nonoM. MeHoTUNUYECKMEe NPOABNEHWA MyTauumn B reHe CYLD BapuabenbHbl, NO3TOMY [OCTOBEPHAA CTAaTUCTMKA 4acToThl
BCTPEYAEMOCTU KIIMHUYECKUX BapuaHToB cuHipoMma bpyka-LUnurnepa otcytctByeT. MHoroobpasue HoBoobpasoBaHMii
MPUOATKOB KOXM, 0OLLHOCTb MX MMCTUOTEHE3], CXOMECTb KIMHUYECKOW M MUCTONOMMYECKON KapTUH 3HAUMTENbHO 3aTpya-
HAKOT NOCTaHOBKY AnarHo3a. Bepudukauma auartosa cuHapoma bpyka—-LLUnurnepa ocHoBaHa Ha rMCTONOMMYECKOM McCe-
[0BaHWUM U CEKBEHMPOBaHUM reHa CYLD.

KnioueBble cnoBa: cuHapoM bpyka-LUnurnepa; MHoeCTBEHHbIE ceMelHble TpuUxo3anuTenmoMsl; ¢.2501dupC; cexkBeHu-
poBaHue reHa CYLD; CO,-nasep; neyenue.
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Case report

Differential diagnosis of Brooke-Spiegler syndrome
in a young woman with multiple trichoepitheliomas
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ABSTRACT

Brooke-Spiegler syndrome (Brooke-Spiegler syndrome; OMIM #605041) is a rare, autosomal dominant inherited
monogenic disease caused by mutations in gene CYLD with its different penetrance.

Itis clinically manifested by the development of multiple neoplasms of skin appendages such as spiradenoma, cylindroma,
spiradenocylindroma and trichoepithelioma. Several phenotypic variants with mutations in gene CYLD have been described in
the scientific literature. They are classic Brooke—Spiegler syndrome; multiple familial trichoepithelioma syndrome (multiple
trichoepitheliomas without cylindromas, spiradenomas, etc.); familial cylindromatosis (multiple cylindromas on the scalp
i.e., "turban tumor"); syndrome of multiple spiradenomas or spiradenocylindromas without other neoplasms of the skin
appendages. For four diseases associated with CYLD mutations, the prevalence is <1/1 000 000.

The scientific literature describes more than 200 cases of Brooke—Spiegler syndrome, which is more common in women.
Phenotypic manifestations of the CYLD mutation are variable, so there is no reliable statistics on the frequency of occurrence
of clinical variants of Brooke—Spiegler syndrome. The variety of neoplasms of the skin appendages, the commonality of
their histogenesis, the similarity of clinical and histological patterns significantly complicate the diagnosis. Verification of the
diagnosis of Brooke—Spiegler syndrome is based on histological examination and sequencing of the CYLD gene.

Keywords: Brooke—Spiegler syndrome; multiple family trichoepitheliomas; c.2501dupC; CYLD gene sequencing; CO,-laser;
treatment.
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JEPMATOOHKOSON A

AKTYAJIbHOCTb

KnuHuyeckoe MHoroobpasue HoBooGpasoBaHuWii Npu-
[ATKOB KOMU W CXOMECTb WX FUCTONOMMYECKON KapTUHI,
obycnoBneHHas 06LMM TUCTOreHe30M, 3HAUUTENBHO YC-
JIOMKHAIOT CBOEBPEMEHHYI0 AMArHOCTUKY, 0COBEHHO B Clly4ae
pepKux GeHOTUNMUYECKUX NPOABNIEHUA BapUaHTOB UM My-
TaLMM pasfUYHbIX FEHOB.

CvHppom bBpyka-LUnurnepa (CBLL; Brooke-Spiegler
syndrome; OMIM #605041) aBnsetca pegKMM, HacnegyeMbiM
Mo ayTOCOMHO-AOMWHAHTHOMY TWUMY MOHOreHHbIM 3abone-
BaHWEM, Bbl3BaHHbIM MyTauuamu B reHe CYLD c ero pas-
JINYHOM NEHETPAHTHOCTbH, KIMHWUYECKMU NPOABMAKLLMMCA
Pa3BUTMEM MHOMECTBEHHbIX HOBOOOPA30BaHMI NpUAATKOB
KOMM: CMMpafeHoM, LMAWMHOPOM, CNMpageHoLUIMHLPOM
u Tpuxoanutenuom [1-3]. Kpome Knaccuyeckoro BapuaH-
Ta CBLL, onucaHbl cnegytowme GeHOTMNUYECKME BapuaH-
Tbl C MyTauuaMmn B reHe CYLD: CUHAPOM MHOMECTBEHHbIX
CeMEeWHbIX TPMUXO03MUTENIMOM (MHOMKECTBEHHbIE TPUXO03MM-
TenuMoMbl 6e3 LUMAMHOPOM, CMMpAEeHOM W Ap.); CEMEMHbIV
UMAMHOPOMATO3 (MHOXKECTBEHHbIE LMAMHOPOMBI Ha BOJIO-
CUCTOW YacTM FoNoBbl — «THOPHAHHAA OMYX0Mb»); CUHAPOM
MHOXECTBEHHbIX CMMPAAEHOM UMK CNMpafeHOLMANHOPOM
6e3 gpyrux HoBOO6pa3oBaHM MPUOATKOB KOMU [2-4].
B nopaenstowem 6osbLIMHCTBE Cy4aeB AaHHbE CUHLPO-
Mbl BO3HMKAlOT U3-3a NaTOreHHbIX BApMaHTOB 3apoAbille-
BOM NHWUM B reHe CYLD — reHe-cynpeccope onyxonew [5].
KooupyeMbii M depMeHT yganaeT nonvybuKBUTUHOBbIE
LLenoyKK, CBA3aHHbIE C OCTAaTKOM NWU3MHa 63, 1 brokupyet
aktueaumio nytm NF-kB (Nuclear factor kappa-light-chain-
enhancer of activated B cells). Knetku ¢ HeakTUBHbIM My-
TaHTHbIM OENIKOM HauYMHAKT aKTMBHO NpoAUdepupoBaTh
W pexke BCTyMakT B anonto3 [6].

BapmaHT HykneoTuaHoW nocnefoBaTenibHOCTU FeHa Mo-
YKET ObiTb OTHECEH K MaTOreHHbIM, eCn1, Hanpumep, Np1Bo-
BMT K MPeKpaLLeHnio CuHTe3a benika uav oTCyTCTBYET B Mo-
MYNALMOHHBIX 6a3ax AaHHbIX [7]. [nA yeTbipéx 3aboneBaHuMm,
accoLMMpoBaHHbIX € MyTaumamm B reHe CYLD, pacnpoctpa-
HEHHOCTb He mpeBbiwaet <1/1 000 000. B Hay4HoM nuTepary-
pe onucaHo bonee 200 cnyyaes CBLL, valie HabniogaeMoro
y eHWMH'. DeHOTMNNYECKE MPOSABIEHNA MyTaLMM B reHe
CYLD BapvabenbHbl, NO3TOMY [OCTOBEpHas CTaTUCTVKA Ya-
CTOTbI BCTPEYAEMOCTM KNMHUYecKMx BapuaHToB CBLU oTcyT-
cTByeT. ['eHeTMYECKMI aHanu3 cnocobCTBYET HaKOMMEHMIO
[0Ka3aTeNbCTB KMMHUYECKOW 3HAYMMOCTU TEHETUYECKUX
daxTopoB, MoaudMLMpYIOLLMX GEHOTMM, NOTEHLMANBHO BaK-
HbIX O/1A OUArHOCTVKM M NporHo3a 3aboneBaHus.

PaHHAA gMarHOCTMKa HacnefCTBEHHbIX CMHAPOMOB, ac-
COLMMPOBAHHBIX CO MHOMECTBEHHLIMU HOBOOOPa30BaHWAMM
NPUAATKOB KOXKM, NO3BONAET YOANATb ONYX0NM HA Havanb-
HOM 3Tane, He [OMYCKaA pa3pacTaHuA HOBOOOpa3oBaHMM,
06e306paKM1BaIOLLMX BHELUHWUI BUA NALMEHTa, UK WX 3110-
KauyeCTBEHHYI0 TpaHchopMaLuio.
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KOM{HbIX 11 BEHEPMYECKMX DOMe3HEN

ONUCAHUE KITUHUYECKOI'0 CJIYYAA

0 nayueHTe

MaumenTka H. 2001 roga porkpaeHunsa obpatunack K Bpa-
uy-nepmatoeHeposiory 08.09.2019 c wanobamu Ha BbiChI-
NaH1A Ha KoKe nuua.

AHamHe3 xcusHu. Pogunacb B CpOK 0T pu3nonoruye-
CKW npoTeKatowen bepemeHHocT. Pocna u passuBanach
no Bo3pacTy. B HacToALlee BpeMA yunTcA B By3e. Hannune
Y POLCTBEHHMKOB KOMHbIX 3aboneBaHui otpuuaet. Hanu-
4Me B aHaMHe3e TybepKynesa, BUPYCHbIX renaTuToB, BeHe-
puyeckux 3abonesaHui otpuuaer. NpMBMBKM Mo BO3pacTy.
TpaBMmbl, onepauuu, reMoTpaHcdysum otpuuaert. lepeHe-
CEHHble 3aboneBaHWA: OCTpbIE PecnMpaTopHble BUPYCHbIE
3aboneBaHus, BeTpAHaA ocna. ANNepronorMyeckmii aHam-
HEe3 He OTArOLLEH.

AHamHe3 bone3Hu. TlepBble BbICbINAHWA Ha KOXKe fuua
NoABUANCH NPUOAN3UTENBHO B OAMHHAALATUNETHEM BO3-
pacte. ObpaLianacb K [epMaTonory no MecTy }UTeNbCTBa,
roe bbin nocTaBnieH AMarHo3 akHe. Ha ¢poHe HasHauYeHHOro
neyeHns (asenamHoBanA Kucnota, kpem 20%, 2 pasa/cyr,
YTPOM ¥ BeyepoM) BbicbinaHuA He perpeccupoBani. 06pa-
Lanacb K KOCMeTOJIOrY, KOTOpbIV NPOBEN KYpPC CPeAMHHBIX
XMMWUYECKUX MUJIMHIOB, NOC/E Yero OTMETMAA Mporpec-
CMPOBaHMe pPocTa M yBEIMYEHNE KONIMYECTBA BbIChIMAHUM.
B nocnepytouwem obpawanack K gpyromy aepmatonory,
KOTOpbIV MPUHAN peLueHne o npoBefeHun buoncumn. bu-
oncuma no MecTy xutenbcTa o1 05.03.2018: obpasoBaHue
pacnonaraetca B jepMe, UMeeT COfIMOHOe CTPOeHue, Co-
CTOMT M3 OKpPYr/bIX MOHOMOPGHBIX KNEToK, MecTamu 06-
pasyloLimx nanvcapoobpasHoe pacnonoxeHue. B ueHTpe
HEKOTOPbIX KOMMJIEKCOB ONpeAensAnTCA KOHLEHTPUYECKHE
Maccbl KepatorvanuHa. 3akniyenune: «CMpuMHroanuTenu-
oMa». [lanbHenwWwmnx uccnefoBaHnim No MecTy MUTeNbCTBa
He NpoBOAWNW, HOBOOHPa30BaHME pPaCLEHWAN KaK eauHNY-
HOe, CTEKNA He COXPaHUNNCh, BNIOKM NaLMEHTKOW He 3a-
npaLLMBanmCh.

Status praesens. 0bLiee COCTOAHME NMALMEHTKU YAO0B-
netBoputenbHoe. Macca Tena 60 Kr, poct 170 cM. BuguMeie
CNM3KCTbIE 060/104KM HOPManbHOM OKpacku. KokHbli mo-
KpOB YMCTbIN.

Status localis. MaTonoOrMYecKnit KOXHbIA NpoLecc Ho-
CUT pacrnpocTpaHéHHbIi xapakTtep. HoBoobpasoBaHus no-
Kanu3oBaHbl Ha KOXe NULA, pacnonaralTcA 0THOCUTENb-
HO CMMMETPUYHO. MaKcMManbHOe KOMMYEeCTBO 3/1eMEHTOB
crpynnupoBaHo B 0611acTM HocorybHoro TpeyronbHUKa
C NPOJOJIHKEHNEM [10 BHYTPEHHEN YacTu bposer (X-o0bpasHoe
pacnonoeHue). Bcero Ha Koxe nuua naumeHTkM bonee
80 nonywapoBMOHbIX NAOTHBIX OepManbHbIX Nanyn LBeTa
0T TENECHOro W CBETNIO-PO30BOr0 40 Oyporo, pasMepoM
ot 1 go 10 MM B amametpe. loBepXHOCTb 371EMEHTOB rNiag-
Kan, B bonee KpynHbIX 3MeMEeHTax BUAHbI PaCLUMPEeHHble

! basa gaHHbix Orphanet. Peskum goctyna: https://www.orpha.net/consor/cgi-bin/index.php. [ata o6paweHus: 25.10.2022.
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Puc. 1. Maumentka H. 2001 roga poxaeHuA: NaTonorMyeckui
KOMHBIA MPOLeCC Ha NMLE HOCUT pacnpocTpaHEHHbIN XapaKTep
(BbICbINAHUS OTHOCUTENBHO CUMMETPUYHI).

Fig. 1. Patient N. born in 2001: the pathological skin process of the
face is widespread, the rashes are relatively symmetrical.

cocyfbl, B OTAENbHbIX NPOCMATPMBAIOTCA [0/bYaTOe CTpo-
eHVe 1 MUIMYMONoA06HbIE BKAoYEHMA (puc. 1, 2).

PesynbTatbl u3nKanbHoro, naboparopHoro
M MHCTPYMEHTaNbHOM0 UCCNIei0BaHMA

Ynempa3aeyrosoe uccnedosaHue (Y3W) opraHos bploLLHow
MosIoCTH, MOYEK: PeaKTUBHbIE U3MEHEHWA MapeHXUMbI Moj-
¥enynouHon wenesbl. Y3W opraHoB Manoro Tasa: 6e3 nato-
noruun. Y3U numdatnyeckmx cocynos: 6e3 natonoruun. Y3U
LLUMTOBMOHON HKenesbl, CAIIOHHbIX XKenés: 6e3 naronorum.

Ixoxapduozpagusa: opraHWYecKoM NaToNorMm He Bbl-
ABMEHO.

Inekmpokapduozpa@ua: HapyLLeHUA pUTMa He 3aperu-
CTPUPOBaHO.

Konponoaudeckoe uccnedosaHue: 6e3 natonorum.
[UCTHbIE W Mapa3uTapHble UHPEKLMM HE BbIABNEHI.

06wul (KnuHuyvecKul) aHamu3 KPoBM, buoxumMuyecKul
aHau3 Kposu, obwjull aHanu3 Moyu: 6e3 natonoruu.

PexmaeHozpamma nézkux: 6e3 natonoruu.

[na BepuduKaumm amarHosa 6bi0 NPUHATO peLLeHre
NPOBECTU MUCTONOMMYECKOe UCCefoBaHNe BYX Haubonee
KPYMHbIX 3/1EMEHTOB CO CMUHKM (bronTat 1) 1 neBoro Kpbina
(6uonTart 2) Hoca (puc. 3, 4). penBapuTenbHO NPOBOAMIOCH
[lepMaTOCKOMNMYECKOe MccejoBaHMe HOBOOOpa3oBaHUM.

DOl https://doi.org/10.17816/dv112260

Puc. 2. ToT e naumeHT: MaKCUManbHOe KOJIMYECTBO 3/IEMEHTOB
CTPYNNMpPOBaHO B 0611aCTU HOCOTYBHOI0 TPeyrofbHUKA.

Fig. 2. The same patient: the maximum number of elements is
grouped in the area of the nasolabial triangle.

LlepmamockonudecKoe uccnedosaHue HoBoobpa3oBaHWA
Ha CMMHKe HoCa MOKa3ano JonbyaToe CTPOeHe C CepoBaThl-
MW OKPYI/bIMU BKIKOYEHWUAMM, TOHKUE U3BUTLIE COCYAbl (CM.
puc. 3), Ha NeBOM Kpbljle HOCA — TOHKME WU3BUTbIE COCYAbI,
MUIMYMOMNOA06HbIE KUCTHI (CM. pucC. 4).

lucmonoau4eckoe uccnedosaHue. buontat 1 (oKpa-
CKa reMaToKCUIMHOM U 303uHOM, x100): ¢pparMeHT KoK
CMUHKM Hoca € cy63anuTenmanbHbIM pocToM 06pa3oBaHms,
NMOCTPOEHHOTO M3 MOHOMOPGHLIX 6a3anouaHbIX KNeTok,
dopmupytowmx 060cobneHHble INUTENNanbHbIE KOMMEKChI
B NOTHOM ¢pMbpPO3HOI CTpOMe (KPacHbIN KPyr), C Hannum-
€M MUKPOKWCT, COAepHKaLLMX KepaTUHOBbIE MAcChl (YEPHBbIV
Kpyr), C 04aroBOW BBICTU/IKOM 3NUTENNANBHBIMU KNeTKaMu
¢ HYHONOYNApHON OUddepeHLMPOBKON (3ENEHBINA Kpyr).
3aknioueHue: «Tpuxoanutenmomax» (puc. 5). buontat 2
(OKpacKka reMaTOKCMIMHOM U 303uHOM, x400): GparMeHT
KOMM KpbiNa Hoca ¢ cybanuTenuanbHbIM pocToM 0bpasoBa-
HWS, NOCTPOEHHOMO 13 MOHOMOPHBIX 6a3anouaHbIX KNETOK,
dopMupyloLwmMx 060C06NEHHBIE KOMMMIEKCHI B MOTHOW (u-
6po3HoM cTpoMe (KpacHbIv Kpyr). 3akmiodeHue: «Tpuxoanu-
Tenmoma» (puc. 6).

YunTbIBaA XapaKTEpHYI0 KIAMHWUYECKYI0 KapTuHY, Tu-
CTONOTMYECKOE 3aKIIOYEHWUe, MHOMKECTBEHHOE KONMYECTBO
TpuxoanutenuoM (>80), 6bIN0 BbIABMHYTO MPeanosoHKe-
HWE 0 HannumMe y NaLMEHTKN HacNeACTBEHHOro CMHAPOMA.
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Puc. 3. Tot e naumeHT: ¢ — $OTO NMLA NALMEHTKM: B KPAaCHOM Kpyre KpyrnHoe HOBOOGpPa30BaHME KoKW Ha CMIMHKe Hoca, B3ATOe
B [Ja/bHeMLLeM ANA MACTONOrMYecKoro mccnenoBanua (buontat 1); b — nepMaTtocKonua HOBOOGPa3oBaHMA KoM Ha CMIMHKe Hoca:
[0/1b4aToe CTPOEHME C CEPOBATLIMU OKPY/IbIMU BKITIOUEHWAMM, TOHKME U3BUTBIE COCYpI.

Fig. 3. The same patient: ¢ — photo of the patient’s face, in a red circle, a large skin neoplasm on the back of the nose, taken later
for histological examination (biopsy 1); b — dermatoscopy of skin neoplasms on the back of the nose: lobular structure with grayish
rounded inclusions, thin convoluted vessels.

oyl
iﬂ%‘kf
i T
Puc. 4. ToT e naumeHt: a — ¢0T0 Ninla NauneHTKU C KpyrnHbIM HOB006p830BaHMEM Ha JIeBOM Kpbl/ie HoCa, B3ATOE B [anbHenLeM
ONA TMCTONOrnyeckoro nuccnenosaHna (buonTar 2); b — fepMarockonua HOBOOﬁpa3OBaHMH Ha KpblJle HoCa: TOHKME N3BUTbIE COCYabl,
MMHVIYMOFIO£|,06HI>I9 KUCTbI.

Fig. 4. The same patient: a — photo of the patient’s face with a large neoplasm on the left wing of the nose, taken later for histological
examination (biopsy 2); b — dermatoscopy of neoplasms on the wing of the nose: thin convoluted vessels, milium-like cysts.

Mocne aHanM3a 6oMbLWMHCTBA HACNEACTBEHHBIX CUHOPOMOB  CUMTLIBAHMA B 17-M 3K30He U3 23), KOTOpaA B reHeTUYe-
ONA BepudMKaLMM OMarHo3a W BbiABNEHUA MoaMdMUMpPY-  CKOM 6ase AaHHbIX VarSome aHHOTMPOBaHa Kak BEPOATHO
IOLWMX GEHOTUN FeHETUYECKMX GAKTOPOB MauMeHTKe Npo-  natoreHHas. CpefHAA 4acToTa BCTPEYAEMOCTM B PasfINUHbIX
BeieHO CeKBeHMpoBaHue YacTu reHa CYLD. NonynALMAX He YCTaHOBNEHA. B reTepo3nroTHOM CoCTOAHMM

3aknyeHue epaya-zeHemuka. MeTofOM 3K30MHOr0  MaTOreHHble BapuaHTbl B reHe CYLD accoummpoBaHbl € pas-
CEKBEHMPOBAHWA MPOBEAEH MOMCK MyTaUWi B KOOMpPYIO-  BUTUEM HECKONbKMX 3aboneBaHuid: cuHApoMoM bpyka—
wen nocneposatenbHocT reHa CYLD. BoiaBneHa paHee  LUnurnepa, ceMeiHbIM LMAMHOPOMATO30M, MHOMECTBEHHOM
He onucaHHaa Mytauma c.2501dupC (p.Val835SerfsTer52)  cemeriHOM TpMX03NMTENMOMON. TUN HacNe[o0BaHUA AaHHbIX
B FeTEpPO3UrOTHOM COCTOAHUM (MHCEpLMA CO CABUIOM paMKM  3a60/1eBaHWA — ayTOCOMHO-[A0MWHAHTHbIN.

DOI: https://doi.org/10.17816/dv112260
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Puc. 5. ToT e naumeHT: rucTonormyeckoe muccnenosanue (bmo-
ntat 1). OparMeHT KOMM CMKMHKM HOCA C CybanuTenuasnbHbIM
poCTOM 06pa3oBaHus, MOCTPOEHHOMO U3 MOHOMOPQHLIX 6asano-
WOHbIX KNETOK, GopMupylowmx 060ocobneHHble anuTenuanbHble
KOMM/EKChI B NI0THOW (pMBPO3HOI CTpOMe (KpacHbIN Kpyr), € Ha-
JIMYMEM MUKPOKWUCT, COAEPHKALLMX KepaTUHOBLIE Macchl (YEpPHBIN
Kpyr), 04aroBoW BbICTUNKOW 3MUTENNANbHBIMU KNETKaMU C WH-
GyHanbynsapHoi anddepeHUMpoOBKOM (3enEHbINA Kpyr). Okpacka
reMaToKCUNIMHOM 1 3031HoM, x100.

Fig. 5. The same patient: a fragment of the skin of the nasal dor-
sum with subepithelial growth of a formation constructed from
monomorphic basaloid cells forming isolated epithelial complexes
in a dense fibrous stroma (red circle), with the presence of micro-
cysts containing keratin masses (black circle), with focal lining
of epithelial cells with infundibular differentiation (green circle).
Staining with hematoxylin and eosin, x100.

Puc. 6. ToT e naumeHT: FUCTONOrMYecKoe uccnesoBanue (bmo-
nTat 2). OparMeHT KOMXKM Kpbiia Hoca ¢ cybanuTenuanbHbIM po-
CTOM 06pa3oBaHKsA, NOCTPOEHHOr0 U3 MOHOMOPGHLIX 6asanomp-
HbIX KNETOK, GopMUpYIOLLMX 060C06/EHHBIE KOMMMIEKCHI B MOTHOM
dubpo3Hoi cTpoMe (KpacHbii Kpyr). OKpacka reMaToKCUMHOM
¥ 303uHOM, x400.

Fig. 6. The same patient: a fragment of the skin of the nasal
wing with a subepithelial growth of the formation, constructed
from monomorphic basaloid cells forming isolated complexes in
a dense fibrous stroma (red circle). Staining with hematoxylin and
eosin, x400.
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IundepeHumanbHbin guarHos

OvddepeHumanbHan gMarHocTMka NpoBoamMnack ¢ apy-
TMMW HacnefCcTBEHHbIMU CUHOPOMaMK, acCoLMUPOBaHHbI-
MW CO MHOMKeCTBEHHBIMM HOBO006Pa30BaHWAMM NPUAATHOB
Koxu: cuHgpomoM KayneHa, cuHppomoM apaHepa, CvH-
apoMoM Miompa-Toppe, cuHgpoMoM basekca—[ionpe—Kpu-
cTons, cuHapoMoM bépra—Xorra—[btoba, cuiapoMoM Kap-
HeA, cuHapomoM KnycTtoHa, cuHapoMoM [MopanHa-Tonbua,
cuHapomoM  Wénga—-Lynbua—Maccapaxka, TybeposHbiM
cknepo3om n TSC2/PKD1 cuHapoMoM.

Ha ocHoBaHuu anob, aHamHe3a, ocMoTpa, AepMato-
CKOMWM, TUCTOIOMMYECKOr0 MCCefoBaHUA U 3K30MHOMO
CEKBEHMPOBAaHWA B KOOMPYIOLLEN NOCNe0BaTeNIbHOCTY reHa
CYLD 6bin nocTaBeH 3aKNMiouUTENbHBIN Auario3: «CuHapom
Bpyka-LLUnurnepa, peHOTUNUYECKUIA BAPUAHT MHOMECTBEH-
HbIX CEMEMNHBIX TPUXO3MUTENNOMY.

Jleyenue u NMporHo3

YunTbiBan anobbl naumeHTKM H. Ha acTeTMHecKum
AMCcKoMAOpT, 6bIN0 NPUHATO peLLeHVe BbIMOMHUTL B TpU
3Tana Xupypruyeckoe yaaneHue OTAeNbHbIX, Haubonee
KpYMHbIX HOBOOOPa30BaHWUM KOXKW. YaaneHus npoBogum
nod MecTHOM MHOWUIbTPALLMOHHOM aHecTe3nel ¢ 0bAsa-
Te/bHbIM NpeaBapuTeNbHbIM B3ATUEM MaTepuana anq ru-
CTONIOFMYECKOr0 WCCeA0BaHNA. PaHeByl0 MOBEPXHOCTb
TwarensHo obpabatbiBanu C0,-nasepoM B MMMybCHO-
NepuvoaMYeckoM pexuMe. MolHOCTb U3NyyeHns, onpe-
AenfeMas OTOENbHO [JIA Kaxgoro HoBoobpa3oBaHwA,
BapbMpoBana B guanasoHe ot 1,5 go 3 Br. [lepBbiM 3Ta-
noM 6binM ypaneHbl HECKONbKO HebonblUMX HOBOObpa3o-
BaHUI Ha KOME LLEKK, NOCTEe Yero NaLMeHTKa B TeYeHUe
6 Mec Haxogunacb noj AMHaMUYECKMM HabniogeHWeM
ONA onpefeneHna COOTHOLEHWA pucK/nonb3a. bbin nony-
YeH MONIOMUTENbHBIA KOCMETUYECKUIA pe3ynbTaT, HOBOOO-
pa3oBaHuA He peLyaMBMPOBaNU, UX yAaneHne He CTUMY-
JIMPOBANo PoCT BAM3NEXaLLMX OnyXxoneW, Y4To NO3BOANNO
NPOJOMKUTL yaaneHue HoBoobpa3oBaHUM Mo BbIGPaHHOM
MeTofuKe. BTopbIM 3TanoM, yepes 6 mec nocne nepso-
r0 XMpYpruveckoro BMeLIaTenbCTBa, ObiM yaaneHsl Bce
KpynHble HOBO06pa30BaHMA, HaxoAALMeCA B 061acTh Ho-
corybHoro TpeyrofbHMKa N1La. 3akniUnUTENbHBIA, TPETUN
3Tan yganeHus HoBo06Pa30BaHMiA, BbIMOIHEHHBIN C nepe-
PbIBOM 6 MecC mocnie BTOPOro 3Tana, BKWYan yganeHve
Hambonee 3CTETUYECKM OUCKOMDOPTHBIX ANA MaLUMUEHTKU
HoBoobpa3soBaHui. OLeHKa KavecTBa yaaneHua HOBOOO-
pasoBaHui npoBogunack Yepe3 1 1 6 Mec nocne npoe-
Lypbl C MOMOLLbI0 BU3YalbHOr0 0CMOTPa U KOHTPOJIBHOMO
[EpMaToCKOMNMYecKoro uccnegosanus (puc. 7).

B HacToALMI MOMEHT MauMeHTKa HaXOAWTCA Mog Ha-
UMM AMHAMUYECKMM HabflogeHWEM.

OBCYHOEHUE

Lo obpalleHnAa B KIMHMKY nNalUMeHTKa Habnwoma-
flacb C PasnuyHbIMKM [uarHo3amu (BynbrapHoe akHe,
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Poccuickmia sypHan
KOM{HbIX 11 BEHEPMYECKMX DOMe3HEN

Puc. 7. ToT »Ke naumeHT Yyepe3 6 Mec nocne TpeTbero 3tana yaa-
NeHU HOBOOBPa30BaHWA.

Fig. 7. The same patient face 6 months after the third stage of
neoplasm removal.

CMPWHI03MNUTENMOMA), YTO FOBOPUT O HEOO0CTaTOYHOM WH-
(GOpMMpPOBaHHOCTM Bpayeii-4epMaTOBEHEPONONrOB U Bpa-
4er-KOCMETONOroB 0 HaCNeACTBEHHbIX CMHAPOMaX, acco-
LMMPOBaHHBIX CO MHOMECTBEHHBLIMM HOBOODOPa30BaHMAMM
NPUAATKOB KOMMW, B TOM YMC/IE MHOMECTBEHHbIMU TPUXO-
3NUTENMOMaMM, NIOKANIM30BaHHbIMK Ha KoKe nvua. MHoro-
obpa3ve HOBOOOPA30BaHMM NPUAATKOB KOMMK, 0BLLHOCTb KX
FMCTUOMEHE3a, CXOMECTb KIIMHUYECKOM 1 TUCTONOrMYeCKoM
KapTWH, OeMCTBUTENIbHO, 3HAUMTENBHO YCIOMHAIOT NocTa-
HOBKY MPaBWUNbHOMO AWarHo3a. BusyansHan oLeHKa 06bEM-
HbIX HOBOOOpPa30BaHWM MPUOATKOB KOXM HEBOOPYHEHHBIM
rNa3oM, a TaK¥Ke C NMOMOLLbI0 AepMaToCKONMUYeCKoro mc-
CNefoBaHuA, He UMEEeT YETKUX KpUTEPUEB ANA NMOCTAHOBKU
AMarHo3a. 30/10TbIM CTaHAAPTOM [MarHOCTUKM HOBOOOpa-
30BaHMM KOMM U €€ NpUAATKOB OCTAETCA MMCTONOrMYecKoe
uccneposaxue [8, 91. Bce yaanéHHble y naLMeHTKM 1 uccne-
[I0BaHHbIe HaMM HOBOOOPA30BaHMA TMCTONOrMYECKU Oblfn
NOEHTUOUUMPOBaHbI KaK TPUX03MUTENIUOMBL.

Y4nTbiBanA MHOXKECTBEHHDBIN XapaKTep TPMX03NUTENNOM,
Mbl NPOLOJTHKUIN ANarHOCTUYECKMUIM NMOUCK Ha NpeaMeT Ha-
JINYMA TeHETUYECKUX BapUaHTOB MW MyTauum [4, 10-12].
BoNbLUMHCTBO HacneACTBEHHbIX CMHAPOMOB ObINM UCKNIO-
YeHbl M3 anddepeHLManbHON AMArHOCTUKM Ha OCHOBaHWM
[aHHbIX MHCTPYMEHTaNbHbIX MCCeA0BaHUM, KIMHUYECKUX
W TUCTONOrMYECKUX JaHHbIX.
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CvHpopoM bépra—Xorra-[plobe (Birt-Hogg—-Dubé syn-
drome) ABNAETCA reHeTUYeCKUM 3aboneBaHneM, 06ycnoBneH-
HbIM MyTauuei B reHe FLCN v KNMMHWYeCKM NpOABNAIOLLMMCA
pasBuTMEM [06POKaYECTBEHHbIX OMyX0sen BOOCAHOMO ¢on-
NVIKYNa, KUCT B NIETKWX, PUCKOM BO3HWUKHOBEHMA paKa NoyKm
M paKa ToNCToro KuiweyHuka [13]. Ha peHTreHorpamme nér-
KMX Y MaLMeHTKM H. KMCT He BbIABNEHO.

CuHgpom KaypeHa (Cowden syndrome) aBnseTcs reHe-
TMYECKMM 3ab0neBaHNeM, 00YCIOBNEHHBIM MyTaLMEN B FeHe
PTEN W KAMHWYECKM MPOABNAIOLLMMCA MHOMECTBEHHBIMU
TPUX0NEeMMOMaMU, KapLMHOMOW NErKKX, LLMTOBUOHOM He-
nesbl [14, 15]. Y3 wutoBMAHOM Henesbl Y naumeHTku H.,
KaK W peHTreHorpaMMa NErkux naTonorum He BbIABUIN.

CuHapom lapaHepa (Gardner syndrome) sBnsetca re-
HETWYeCKMM 3aboneBaHueM, 06YCNOBNEHHBIM MyTaLMen
B reHe APC 1 KNMHUYECKM NPOABNAIOLLMACA MHOMECTBEH-
HbIMU 3NUAEPMOUIHBIMU KUCTaMU, 0CTEOMaMM, NOSIUMO30M
KMLLIEYHMKA, YTO He COOTBETCTBOBAJIO KIMHUYECKOW KapTUHE
nauuneHtu H. [16].

CuHgpoM Miompa-Toppe (Muir-Torre syndrome) oby-
CNOBEH MyTaumuammn B reHax MLHT n MSHZ. KnuHuyecku
NPOABNAETCA afeHOMaMK, 3NUTENIMOMaMM U KapLyUHOMaMm
canbHbIX ¥eNE3 UM MHOMKECTBEHHBIMU KepaToakaHToOMaMu,
a TaK*e BUcLepanbHbiMK KapuuHoMamu [17, 18]. Y naum-
eHTKU H. He BbIABNEHBI BUCLIEPANbHBIE 3/10KAYECTBEHHbIE
HOB0O06Pa30BaHUA, FUCTOSIOMMYECKM ONYXONW NPeAcTaBnAm
C060M TPUXO3MUTENNOMBI.

CvHppom basekca-[ionpe-Kpuctona (Bazex—Dupré—
Christol syndrome) KnuHu4eckn nposBnsetca GoNMKy-
NApHOM aTpodofepMuens, MHOXKECTBEHHbIMK ba3annoma-
MW, TUNOTPMUXO30M M FMNOrMapo3oM. [eH, OTBETCTBEHHbIN
33 3TOT CMHAPOM, eLLé He OMpefenéH, 0fHaKo W3BECTHO,
4TO OH JIOKANM30BaH Ha ANIMHHOM njleye xpoMocoMbl X [19].
MaumeHTKa H. He cTpapaeT donnurynapHom atpodogepMm-
e/, TMNOTPMX030M, TMNOrMApO30M, a FUCTONIOMUYECKOE UC-
CnefoBaHUe UCKNIYMO Hanuume 6asanmom.

CungpoM Kapres (Carney Complex) — pefkwmit ayTo-
COMHO-[OMUHAHTHbIA CMHAPOM, BKMIOYalOLLMA 3HOOKPUH-
Hble HEOMIa3uM 1 IEHTUIMHO3, Bbi3BaHHbIe Y 60bLUMHCTBA
nauuneHToB fedextamm B reHe PRKARTA, KoTopbli Kogupy-
T PerynaTopHyio cybbeauHMLy TMNa 1a NpoTeMHKMHa3bI A.
Y nauueHToB pa3BMBAIOTCA MHOMECTBEHHbIE KOXKHbIE aHO-
Manuu 1 pasfiNYHbIe HeoMaasum, B TOM YMCIe SHOOKPUH-
Hble [20]. MaumeHTKa H. He MMena HWMKaKMX HoBoobpa3oBa-
HUIM, KPOME KOMHBIX.

Cungpom Knyctona (Clouston syndrome) accouumpoBaH
¢ MyTaumamm B reHe GJBG. Cpepn ero ¢peHOTUNMYECKMX
NpOABNEHNIA — NalOHHO-NOJOLIBEHHAA KepaToaepMus,
LVCTPOPUA HOTTEW, TMNOTPUX03, KOTOpble He 6binn 0bHa-
pyKeHbl y naumeHTku H. [21, 22].

Cunppom TopnuHa—Tonbua (Gorlin—-Goltz syndrome)
BbI3blBaeTCA MyTaumamm B reHax PTCH1, PTCHZ wnan SUFU.
Y naumeHTOB onMcaHbl 0JOHTOrEHHbIE KepaToKMCTbI, ba-
3a/IbHOKMETOYHBIN paK, CTOMAToNorMyeckme, KOCTHbIe, 0f-
TanbMoJorMyeckme, HeBpOIOrMYECKe aHOManun opraHoB
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[23, 24]. 0bcnenoBaHWe nauMeHTKM H. He noaTBEpPAMNO Ha-
JIYMe CTOMATONOrMYECKMX, KOCTHBIX, 0PTanbMONIOr MYecKmX
1 HEBPOJIOMMYECKUX aHOMasMi OpraHoB.

Cvnpapom LWénda—-Llynbua—Taccapm+a (Schopf-Schulz-
Passarge syndrome) cBA3aH ¢ MyTauusaMu B reHe WNTT0A.
B uucne ero nposBneHWi ToueyHaAa CUMMETpPUYHaA na-
LOHHO-NOAOLUBEHHAA KepaTofAepMUA, NIOMKOCTb HOTTER,
FMNOLOHTUA, TUMOTPUX03, AMOKPUHOBbIE MOPOLMUCTOMBI
Ha BeKax [25-27]. Y naumeHTkuM H. oTcyTcTBOBaNo BCE nepe-
UMCNEHHOE.

Ty6eposHblii cknepo3 06yCNoBMeH MyTaUUAMM B reHax
TSC1 v TSC2, KoTopble KOAMPYIOT BefKM, y4acTByloLLME B UH-
rmbuposanum nytv mTOR. 3aboneBaHne Ha4MHAETCA C rUno-
MUrMEHTUPOBAHHBIX NATEH, 3aTeM NOABNAIOTCA aHrModubpo-
Mbl UL, OKONOHOrTeBble GMBpOMbI KeHeHa, LuarpeHeBble
BNALLKK, a TaKKe OMyX0Nu rnas, cepaua, novex [28]. Y naum-
€HTKM H. NOX0XKuMe KIMHUYECKME NPOABNEHWA OTCYTCTBOBAM.

JnddepeHumanbHaa OMarHocT1Ka NPOBOAMANACh TaKkKe
¢ TSC2/PKD1-cHApoMOM, My KOTOPOM B KITMHUYECKOM Kap-
TUHE COYETAloTCA CUMMTOMbI TY6epPO3HOro CKIepo3a U Nonn-
KMCTO3a NOYEK. Y NaLMeHTOB NPUCYTCTBYIOT MHOMECTBEHHbIE
ramapToMbl FOJIOBHOI0 MO3ra, IN1a3, KoM, BHYTPEHHKX opra-
HoB [29]. Y3M noueK y naumenTku H. 6e3 natonoruu.

CoMaTnyecKoi NaTonoruu, XapakTepHow ansA 60onbLInH-
CTBa HaCNeACTBEHHbIX CMHOPOMOB, Y NauMeHTKK H. BbIABUTL
He ypanock. KnnHuyeckasa u ructonornyeckan KapTuHa Hau-
6bonee cootBetcTBoBana ChLLI, oaHaKo y naumeHTKM oTCyTCTBO-
BaJ1 OTAMOLLEHHBINA HacneACTBEHHbIA aHaMHe3. [1nA Bepudu-
KaLyu OMarHo3a v BbiABNEHWA MOSUOULMPYIOLLMX GeHOTMN
FEHETMYECKMUX (aKTOPOB MPOBELEHO CEKBEHWMPOBaHWE YacTu
reHa CYLD, B KoTopoM bbina BoifiBneHa MyTaums ¢.2501dupC
(p.Val835SerfsTer52) B retepo3uroTHOM COCTOSHUK (MHCep-
LMA CO COBMIOM PaMKM CUUTbIBaHUA B 17-M 3K30HE U3 23).
TakuM 06pa3oM, aHaMHe3 ([ebioT nepBbIX BbiCbiNaHW B Ha-
yarne nep1ofa noioBoro CO3peBaHNA), KNMHWYECKan KapTuHa
(xapaKTepHoe crpynnupoBaHHoe X-06pa3Hoe pacnonoMeHne
HOBO0OPa30BaHNI Ha KOMe NULa OT HOCOrybHbIX CKNaaoK
[0 BHYTPEHHEN YacTu 6poBen), MMCTONOrMYECKU NOLTBEPH-
LEHHble MHOMECTBEHHbIE TPUXO3MUTENNOMBI Hanbonee co-
otBetcTBoBanu CBL, geHoTMNMYECKOMY BapuaHTy MHoMe-
CTBEHHbIX CEMeMHBbIX Tpuxoanutenuom [30].

['eHETUYECKMIA aHanu3 CnocobCTBYeT HaKOMIEHUI0 [0-
Ka3aTeIbCTB KMHNYECKOM 3HAaYMMOCTU MreHETUHECKUX daK-
TOpPOB, MOAUGULMPYIOLLMX GEHOTUN, MOTEHLMANBHO BarKHbIX
ANA QWUarHoCTUKU U NporHo3a 3aboneBaHuA.

(DeHoTMNNYECKME NPOABNEHNA MyTaLmu B reHe CYLD Ba-
pvabenbHbl 1 TPeBYIOT TLLATENLHOr0 UCCNeA0BaHUA Bpaya-
MW-[epMaTOBEHEPONOramMu, MegULMHCKUMU TeHETUKaMM,
Bpayamu obLuero npoduns.

loMCK 3TMOTPONHOO M NaToreHeTUYecKoro neveHma ChLL
B HaCTOALLMI MOMeHT npogomkaetca [31]. V. Baur v coasr.
[32] npuMeHunu MHrMbuposanue nytu Hedgehog BucMope-
rMHOM, YTO NPUBENO K 3HAUUTEIILHOMY perpeccy BbiICOKOAMG-
(epeHLMpoBaHHbIX TpMx03nuTenMoM. OfHaKo B 6oMbLUMHCTBE
cnyyaes nedvenune CBLU 3akniovaetca B cuMnTOMaTUyiecKoi
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Tepanuu 1 pyTMHHOM YAaneHun HoBoobpa3oBaHWUI pasnny-
HbIMU XMPYPruYeckuMm MeTofamm [33, 34].

YnaneHue MHOMECTBEHHBIX TPUXO3MUTENIMOM Y Mauu-
eHTKM H. BKnoYano onpefenéuHble TpygHocty. Crpynnu-
POBaHHble, CIMBalOLLMECA Mexay coboii HOBOOOpa3oBaHMA
NPeACTaBANM eMHbIA KOHTIOMepaT, B KOTOPOM TPYOHO
6bIN10 OTAENWUTL OAMH 3NeMeHT oT pyroro. Onyxonw 3anera-
nu rny6oKo B [epMe, YTO YBENMYMBANO pUCK 0bpa3oBaHus
Ha MecTe yaaneHua runeptpoduyeckux pybuos. B oTeve-
cTBeHHOM [35, 36] n 3apyberHon [37] nuTepaType onucaH
MOMOMUTENbHLIA OMbIT YAaneHns HoBoobpa3oBaHWUM Npu-
[AaTKOB KOMM Pas3fnyHbIMX BUAMM N1a3epoB, B TOM yucie
npu CBLL [38]. Hambonee yacTo gna nasepHbx yoaneHun
“cnonb3yetcA BbiCOKO3HepreTnyeckun CO,-nasep, Koto-
Pbif U3Ny4YaeT B MHPPAKPACHOM [ManasoHe BOJIHbI A/IMHOM
10,6 MkM [39]. Y naumeHTKkM H. npm oueHKe KavecTBa yaoa-
NEHNA TPUXO3MNMTENIMOM C MOMOLLLbI0 BU3YaJIbHOr0 0CMOTPa
M OepMaToCKOMMYEcKoro MccnepoBaHna Yepes 1 u 6 Mec
nocne npoueaypbl 6bin 3adUKCMpOBaH XOPOLLMIA KOCMETH-
YecKuM pe3ynbTar (0TCYTCTBME PeLnanBoB, rnepTpodmye-
CKMX pybLoB). B HacTOALMI MOMEHT NaLMeHTKa HaXo[uT-
CA Mo HalWWM OMHAMWUYECKUM HabniofeHUeM He TOJbKO
C Lenblo CBOEBPEMEHHOW KOPPEKLMM ICTETUYECKUX HeLo-
CTaTKOB, HO W 1A Ja/lbHEMLLIEr0 MeOMKO-TEHETUYECKOMD
KOHCY/IbTUPOBaHMA NpY NNaHUPOBAHWUU CEMBM.

3ARJTIOYEHUE

PaHHAA aMarHOCTMKa HacnedCTBEHHbIX CUHOPOMOB, ac-
COLIMMPOBAHHBIX CO MHOXKECTBEHHBIMM HOBOOOPA30BaHWUAMM
MPMAATKOB KOMM, NO3BONSET YAANATb ONYXONM Ha paHHew
cTaauu, He [I0NYCKan paspacTaHna HoBoobpa3oBaHuiA, obe-
300paKMBalOLLMX BHELUHMIA BUL NaLMEHTa, UK UX 3/0Ka-
4eCTBEHHOM TpaHcdopMauuu. MauueHTbl ¢ peaKMMKM Ha-
CNeACTBEHHbIMM CMHOPOMaMK MOANEaT AMHAMUYECKOMY
HabMoeHMI0 B paMKax MyNbTUAMCLMNIIMHAPHOIO NOAX0Aa
ONA CBOEBPEMEHHOW [IMArHOCTMKM BO3MOMHbIX COMaTUYe-
CKMX naTtonorui. bonblumHctBo naumenTtoB ¢ CBLU Hacne-
OYI0T MyTaHTHbIN [eH OT poauTeNen, pUCK nepedaym 3abo-
nesaHua uMu coctasndAet 50%. B cBA3M ¢ 3TUM nauueHTam
MMeEeT CMbIC/T MPOBOAUTb MeAUKO-TEHETUYECKOE KOHCY/b-
TMPOBaHWeE /1A NNaHMPOBAHWA CEMBM.

AONOJIHUTENBHO

UcTouHuK duHaHcupoBaHuA. PaboTa BbINOHEHa MO VHW-
LMaTVBe aBTOpOB 6e3 NpuBeYeHNA GUHAHCUPOBaHWA.

KoHdnmnKT nHTepecoB. ABTOpbI eKNapupyIoT OTCYTCTBME
ABHBIX 1 NOTEHLMANBHBIX KOHGIIMKTOB MHTEPECOB, CBA3AHHBIX
C COLEPHKaHMEM HaCTOALLEN CTaTby.

Bknap aeTtopoB. Bce aBTopbl MmoATBeprOaloT COOT-
BETCTBME CBOEr0 aBTOPCTBA MEXOYHAPOAHbIM KpUTEPUAM
ICMJE (Bce aBTOpbI BHEC/M CYLLECTBEHHBIA BKMad B pas-
paboTKy KOHUenuMW, MpoBefeHWe WCCiedoBaHUA W mof-
FOTOBKY CTaTbW, MPOYIM M 0H0OPUIM (UHAMBHYI0 BEpCUIo
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nepen nybnuKkaumen). Hanbonblwumnin BKNaa pacnpefenéH
cnenytowmm obpasom: TA. [aliduHa — nofAroToBKa Matepu-
ana AnA cTaTby, aHanua nuTepatypbl, coop, aHanmu3 gaHHbIX
W UHTeprpeTaLmnA pe3y/bTaTos, No4roTOBKa YepHOBMKA PYKO-
MyCK, BHECEHWE B PYKOMUCh CYLLIECTBEHHOM (BaXKHOW) MpaBKM
C Liefblo MOBBILLEHNA HAyYHOW LIEHHOCTW CTaTbK, 0fobpeHune
¢uHanbHoM Bepcumn pykonncw; A.C. [JeopHuKo8 — aHanu3
[aHHBIX M MHTEPNPETaLMA pe3ynbTaToB, BHECEHME B PyKOMMCh
CyLLIeCTBEHHOW (BaXKHOM) NPaBKM C LIeNbI0 MOBLILLEHUA HayY-
HOW LieHHOCTU CTaTby, 0A06peHne GrHaNbHOM BEPCUM PyKO-
nucw; [1.A. CKpunKuHa — aHanw3 nuTepatypsl, cbop, aHanu3a
[aHHbIX ¥ UHTEpMpeTaumA pesynbTaTos, NOAr0TOBKA YepHO-
BMKa pyronucy; O.M. [layan — aHanu3 JaHHbIX U UHTepnpe-
TaUWA pe3ysbTatoB, BHECEHME B PYKOMUCb CYLLECTBEHHOM
(BaXKHO) MpaBKM C Liefbi0 MOBLILLEHWA HAY4YHOMN LIEHHOCTM
CTaTby, MOArOTOBKA YepHOBWKa pykonucy; A.A. byaHosa —
cbop, aHanM3 daHHbIX U WHTEpNpeTauua pe3ynsTatos, noa-
FOTOBKA YEPHOBMKA PYKOMUCH.

Cornacue naumenTa. [laumeHT fobpoBoabHO Nognucan
MHOOPMMPOBaHHOE COrflacue Ha NybnMKaumio NepcoHasb-
HOM MeaMLMHCKON MHGOpMaLmK B 0be3nnyeHHon dopMe
B XKypHane «POCCUCKMIA HypHaN KOMHBIX 1 BEHEPUYECKMX
bonesHein».
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