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Cunopom Iopnuna - Tonvya — pedxas HacnedCMeeHHAS NAMON02US, KOMOPASL XAPAKmepus3yemcs MupoKum
CNeKmpom AHOMAnUil paseumus u npedpacnonoHeHHOCMbI0 K 603HUKHOBEHUIO 3/10KAYECTN8EHHbLX ONYXO/ell —
6aszanvroknemounozo paka koxwu (bKPK) u medynnobnacmomuvl. Ha npomsscenuu 6ceil #usHu y 601vuuncmea
nayuenmos ommeuaemcs nosenenue ouazo8 bKPK, konu4ecmso Komopuix moxem 00cmueams HeCKOTbKUX
muicsu. B cmamove npusederv ocobeHHOCMUY OUAZHOCUKY OAHHO20 COCMOTHUS U B03MONCHOCU Mepanuu
BKPK Ha ¢pone cunopoma Iopnuna - Tonvya. IIpedcmasnenvl u npoananruduposanvl 0aHHvie no nayueHmam

¢ muoxecmeerHvim BKPK na gpone cunopoma ITopnuna - Tonvya, komopuie 06pauianucoy

8 HMUI] ouxonozuu um. H.H. Broxuna ¢ 2012 no 2023 2. (n = 10).

Knioueswvie cnosa: curopom Iopnuna — Ionvya, PTCHI, 6azanvrioknemounvtii pax koxu (BKPK), sucmoodezuo,
Mmedynnobnacmoma, nanvmapHvle 60a81eHUS
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BeepeHue

Cunppowm lopnuna - Tonbua (cungpom [opnnHa, cHApOM
6a3a/IbHOK/IETOYHOTO HEBYCa, CMHPOM HEBOUHOI ba-
3a/IbHOKJIE TOYHOJ KapIJTHOMBI, CHIPOM MHOYKECTBEHHBIX
0a3aIbHOK/IE TOYHBIX OITyXOJIel, IATHII (PaKOMaTo3) — peni-
KUJi BpOXXIeHHBIIT My pasBuBLIniics de novo (okomo 30%)
CUHJIPOM C ayTOCOMHO-IOMVHAHTHBIM HaC/Ie[lOBaHMEM
¥ BBICOKOJI IEHeTPAHTHOCTBIO (0K0710 97%). BepoATHOCTD
HacnemoBaHmUs cocTaBisaeT 50%.

IlepBble yNOMMHAHKA O CMHIPOME OTHOCATCA K 1894 1.
(Jarisch W., White J.C.), ocHOBHBIe K/IMHMYIECKIE IIPOSIB-
7ieHVs1 OBIIM OMMCAHBI U CUCTEMATH3MPOBaHEL B 1960 T.
amepukaHckumu Bpagamu R.]J. Gorlin (gepmarosnor)
u R.W. Goltz (cTomarosor) no pe3ynbTaTaM HaOMOgEHNA
3a IPYIIOJ ManyeHTos [1].

CuHppoM 6a3anbHOK/IETOYHOTO HeByCa 00YC/IOB/IeH MHAK-
TUBUPYIOILEN T€T€PO3UTOTHON repMIHAIbHONM My Talluei
npeumymectseHHo B rene PTCHI (9q-xpoMocoMsl, 10 70%)
¥ 3HaYNTeNbHO pexxe B rene PTCH2 (1p-XpOMOCOMBI, 4aCTo-
ta Hen3BectHa) nm SUFU (10g-xpomocomsr, 10 4%) [2, 3].

OnHaKo y KaXXJJOr0 4eTBEePTOro MallMeHTa IIpy reHeTnde-
CKOM MCCTIeIOBAaHNM He YIAeTCs BLIABUTD BBIIEYIIOMAHY-
Thle BAPMAHTBI MyTaLWil [4], 4TO MOXKeT OBITH 06YCIOB-
JICHO MOCT3UTOTUYECKMM MO3aLM3MOM (IIpY pasBUTUYI
CUHZIpOMa de 10v0), HeCOBEPIIEHCTBOM MCIIO/Ib30BaHHBIX
MOJIEKY/IAPHO-TeHeTIeCKIX METOJIOB MICC/IeJOBAHMA MITH
VHBIMI T€HaMM, BOB/ICYEHHBIMI B IIATOTIOTMYECKIII IIPOLIeCC.
Ten PTCHI xopupyeT TpaHCMeMOpPaHHBII TINKOIIPOTe-
un PTCH1, onyXoneBblii CyIpeccop CUTHa/JIbHOTO IyTH
Hedgehog, xoTopblit UrpaeT KIIOYEBYI0 POIb B perysi-
IV SMOPUOHAIIBHOTO PasBUTHA, @ TAKXKe Mponudeparym
u grddepeHInpOBKe KIeToK [5].

JJaHHBII CMHPOM XapaKTepU3yeTCA HapyLIEHUEM 3M-
OpuoreHesa B BUjie CKeJIETHBIX, O Ta/TbMOIOTNYECKUX,
HEBPOJIOTMYECKIX Y APYTYX aHOMAJINII Pa3BUTIS, @ TAKKe
IIPepacIoNoXeHHOCTBIO K Pa3BUTHIO IIEPBIYHO-MHOKe-
CTBeHHOro0 6a3anbHOKIeTOYHOro paka Koxu (BKPK) u me-
mynnobmacromsl. BKPK MOkeT pasBUBATBCS C ABYX/IETHETO
BO3pacTa, HO B cpefHeM mposiBsietcs k 20 rogam [6]. Prck
passutusa BKPK B Teuenne sxusnu gocruraet 90%, mpy 3ToM
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KNnHnueckas MNPaKTUKd

Puc. 1. Muoxecmeennviii BKPK: A - na xosxce wieu y scenusutvl 35 nem; b - na koxce cnutol y sceHusutol 66 nem; B - na kosce

nosCHUYbL y HeHuwuHbL 45 1em (cobcmeenHvie HAOI00EHUST)

Puc. 2. Muoxecmeennwiii BKPK (kpacnuvie cmpenku) u 000HmozenHvie Kucmot (denmole cmpenxu) y myxcuunot 45 nem

(co6cmeennvie Habno0eHUs)

KO/IMYECTBO OIIYXOJIEBbIX 0Opa3oBaHMII MOXKET BapbUpO-
BaTb OT HECKOJIbKVIX €ITHMNII ;O HECKO/IbKMX ThICTY. Orry-
XOJIeBble OYary Yallle BO3HMKAIOT Ha OTKPBITBIX yYacTKax
KO (TOTTOBA, Iles, BepXHsIsl YaCTb TY/IOBUIIA U BEPXHIE
KOHEYHOCTH), OFHAKO TaK>Ke MOTYT MOSIBUTHCS Ha KOXEe,
He nofBep>KeHHoI nHcomsiumu [7] (puc. 1).
VnaxtnBanmsa ogHoit korvy reHa PTCH1 BciefcTBIe Tep-
MMHAJIbHOJ My TaIyy 00yCIOB/IMBAET AM39MOpIOreHes 1 Xa-
PaKTepHBIII /15 JAaHHOTO CUHAPOMa (PEeHOTHIL, B TO BpeMsI
KaK MHAKTYBAIMA BTOPOII KOMMY TeHa BC/IefICTBIE BHEITHETO
BO3fIeiicTBYA (YIbTpadioneT, MIOHU3MPYIOLIAs PaViaLiyis,
XUMMWYeCKVe KaHI[epOTeHbl U Jip.) IPUBOAUT K IIOJTHOMY
npeKpaleHnio GyHKIMOHMPOBAHNS OIYX0/IEBOTO CYIIpec-
copa I aKTUBallMM KaHIleporeHesa. [loaTomy maruentTam
¢ cuagpomoM loprmHa - [onpira He06XORMMa MAKCIMATIb-
Has 3aIUITa OT COTHEYHOTO BO3MENCTBISA (MCIIOIb30BaHME
COMHIIe3ALUTHBIX CpefcTB ¢ BbIcOkuM SPF 50+, 3akppIToii
OfIeX[IbI 1 TOTIOBHBIX YOOPOB), a TAK>Ke IPOTYBOIIOKA3aHO
IIpoBefieHMe Ty4eBOoll Tepanuu U psfja MeTONOB JTy4eBOil
AMATHOCTVKY (BBIIOMHSATD JIYYEBYIO JUATHOCTUKY B TeX
CITy4asix, KOTia OHa [IOB/INSIET Ha BBIOOP TAKTUKY JIEYEHST),
KOTOpBIE CaMI IT10 cebe MOTYT IIPOBOLMPOBATD IOSB/ICHME
HOBBIX omryxojeit Koxu [8-10] (puc. 2, A).

Knuunyeckn u rucronorndecku BKPK Ha ¢oHe reneTn-
YeCKOT0 3a00/IeBaHVISI HE OT/IMYAETCS OT CIIOPALNIECKIX
dopm BKPK, ogHako nmeeT TeHeHIMIO K H0rtee arpec-
CUBHOMY TEYEHMIO.

OHKoNOrys, remaTonorus 1 paanonorus

PacnipoctpanenHocTs cuapgpoma fopnuna - Tonbia Bapb-
upyet oT 1 Ha 31 000 o 1 Ha 256 000 yemoBeK, C YaCTOTOM
1 Ha 18 976 HOBOpOXzieHHBIX [11, 12], KOTOPBIII BBISABIA-
erca npuMepHo B 1% cnyvaes BKPK. IIpu HeTunuynom
K/IMHMYECKOM TeYEHUN OIYXO/M KOXKM, HATMYUM CTUTM
IM35MOpHOreHesa, a TaK)Ke HeOOBITHOM BHELIHEM BUJIE
TalMieHTa Helmb3s VCKIIOUYNTD HACTIeNCTBEHHBIN TeHO-
[lepMaTo3, YTO KpaliHe BaXXKHO A/ BbIOOpa IPaBUIbHOM
takTuky neyenus bKPK.

Puck passurusa Menynno6naCT0Mb1 pocturaet 1,2-2,4%
IIpY FeTepO3UTOTHON MyTauuy B rene PTCHI v moBbImIa-
eTcs B 20 pa3 Ipy BapuaHTe CUHAPOMA, 00YCTIOBICHHOM
reTepo3uroTHol Myrauueit B rene SUFU [13, 14].

KnuHnyeckne ocobeHHOCTM cCMHAPOMA
Topnuna - lonbua

KnmHnyeckre fyarHocTm4eckyie KpUTEpUu i CUHAPOMa
TopnuHa - Tonbia 6s1u Briepssie npepoxkersl D.G. Evans
1 COaBT. B 1993 I. 1 BIOCIE[CTBUM HEOJZHOKPATHO JIONIO/THSA-
ymuch v o6HoBIAMMCH (V.E. Kimonis u coasr., 1997; A.E. Bree
M COaBT., 2011) [15-17]. Bcero ommcano 6onee 100 k-
HIMYEeCKMX IIPU3HAKOB, Pasfie/IeHHBIX 110 3HAYMMOCTHM Ha
6o7bliNe U Masble IMarHOCTIYeCKyie KPUTePUH, Haudye
KOTOPBIX IIO3BOJIAAET YCTAHOBUTD IMATHO3 KIVHNYECKN.
K 60/mp1im [UarHoCTUYECKUM KPUTEPUSM OTHOCSATCS:
pannee passutne bKPK (B Bospacte o 20 net) mnn
mHoxectBenHblit BKPK (puc. 1, puc. 2, A);
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KNMHKUeCKas NpaKTuKa

Puc. 4. Kanvuyuduxayus cepna mosza u namema mosxeuxa: A, b - y myxuunot 45 nem;

B - y scenugunvt 32 nem (co6cmeennvie Ha6n100eHUS)
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OJJOHTOTeHHbIE KUCTHI (B Bo3dpacrte fio 20 net) (puc. 2);

IaJibMapHble/IUIaHTapHble BAaBneHus (= 2) - Oec-

CHMIITOMHBIE, HeMaIbIVpyeMble YIIyOmeHus ot 1 o

3 MM Ha KOXXe JIaJ{OHeil M/WIM MOROLIB, 0OYC/IOBIEH-

Hble YaCTUYHBIM W/IM ITOTTHBIM OTCYTCTBUEM POTOBOTO

cnos (puc. 3);

MHTPaKpaHUaTbHAS SKTOMMYECKAsT KaIbIMUKALNS —

NaMe/UIApHasA Kambludukanus cepra Mosra, HaMeTa

Mo3xeuka (puc. 4);

MexymtobnactoMa ([ecMOIUIACTUYECKHUIT BapyaHT)

B BO3PacTe IO TPeX JIeT;

cyuppoM [opmuna - [onblia y 6/1M3K0ro poACTBeHHYKA.
Cpeny MasbIX KIVMHUYECKIX KpUTEPUEB:

pebepHble aHOMAINNL: pacilenieH e WU CTIUsHIE pe-

6ep (puc. 5);

Makpouedams;

BBICTYIAKOLIMeE T0OHBIe OyTpsI (puc. 6, I'), pacimpeHHas

[IepeHOCHIIa, IIPOTHATU3M;

pacienuHa ry6oi/He6a;

nuMdoMe3eHTepHaIbHble KNUCTbI, €IVHUYHBIE W/IN

MHOXeCTBeHHBIe (Jallje Bcero 6eCCUMITOMHBIE, MOTY T

KaabIMPUIMPOBATHCS);

I7IasHble aHOManuu (KOcCornasye, TUIEPTEIOPU3M,

BpOX/IeHHas KaTapakKTa, IIlayKoMa, Komoboma) u fp.;

MMOPOKM Pa3BUTUSA KOCTHON CUCTeMBI (KIMHOBUJ-

Has gedopManys MO3BOHKOB, KM(OCKOM03, spina

bifida, YKOpOY€HME YETBEPTON IACTHOM KOCTH,

Puc. 5. Pacujennenue zpyOounHozo KOHua
pebep (scenmote cmpenKu) y Mys#cuuHvt
37 nem (co6cmeennvie HAOMI00EHUS)

IIOCTAaKCHMaJIbHAA IIOAMOAKTUINA, CUHOAKTUINA,
mepopmanuss  Ilnpenrens, BOPOHKOOOpasHast
NN KIMHOBUIOHAA I[e(i)OpMaI_[I/IH I‘py,[[HO]Z KJII€TKIN
uap.);

ITIaTONIOTMA Pa3BUTUA Typeuxoro cepiia;

¢dubpoma stmaHMKa/CeprIia u gp.

B cootBeTcTBIMM C COBpPEMEHHBIMMI ITPEACTABIEHNAMN (KOH—

CEHCYC 3KCIIEPTOB) M KIVHNYECKMMY PEKOMEHAALVIAMIA,

cunppom lopnuna — Tonbia MOXeT ObITh YCTaHOBJIEH Ha

ocHoBauun [9, 17]:

Haanm4Imsa OgHOTO 60}IbIHOFO KJIMHNY€E€CKOTI'O KpUTepn;a
VI TEHETUYECKOTO IMOATBEPIKAECHNA;

HaJIM4ys ABYX OOMBIIMX KIVHNYIECKNUX KPUTEPUEB;
HaIM4¥s OFHOTO GOJIBIIOTO ¥ ABYX MasbIX KIMHIYe-
CKUX KPUTEpPUEB.

Takum o6pasom, curgpom lopruna — Tompiia MOXKeT GbITH

AVMAarHOCTUPOBAaH U 663 TEHETNYIECKOTIO ITIOATBEPKACHN A.

Tem He MeHee TeHeTUYECKOE MCCIEOBaHE MOXKET OBITh

PEKOMEHIOBAHO B C/IEAYIOLINX CIydasix:

1) mopTBepK/ieHNe IUAarHO3a Y ITAIIEHTOB C He0CTaTO4-
HBIM KOJINMYECTBOM KIMHMYECKUX OUATHOCTNYECCKUX
KPUTEpUEB;

2) IpOTHOCTIYECKOE MCCIIE[OBAHIE Y [TAL[IEHTOB U3 IPYII-
IIBI PYCKA, Y KOTOPBIX MMeeTCs O/IUSKUIT POACTBEHHUK
¢ cungpomoM lopnuHa - TonbLa;

3) mpeHaTaIbHOE TECTUPOBAHNE IIPY HATMYUN U3BECTHOI
CEMEVHOI My TalMH.

JddexTuBHaA hapmarotepanua. 16/2023



Puc. 6. Muoscecmeennviii BKPK na kosce nepeoneii 6prouinoii cmenku cneea y myscuunvt 37 nem (nocrne nyuegoii mepanuu): A - mopdomnozuyecku
noomeepaucoennviii BKPK 0o mapzemmnoii mepanuu (TT); b - BKPK nocne 1 mecaya TT; B - mopdonozuuecku noomeeprioeHHbili NOIHbLIL omeem
nocne 11,5 mecaya TT; I' - peyuous BKPK nocne ommenvt TT (co6cmeentvie Habnodenus)

ITpu ycranosnenun cunpgpoma lopnmaa — Tonblia B cBA3H
C BBICOKMM PMCKOM Pa3BUTHA 310Ka4€CTBEHHOTO HOBO-
06pa3oBaHMA PeKOMEH/JOBAHO CIIEAyIolIee.

1. ITo moBopay pucka passutua BKPK. Exeropgnbiit
OCMOTP KO>XKI BCell TOBEPXHOCTH TeJla, BKII0Yas KOXKHbIE
HIOKPOBBI, 3alMIeHHbIE OT COMHIA, 1O IOABIEHNA IIEPBOTO
ouara bKPK, fanee ocMOTphI Kaxkzible 3—6 MecAIieB B 3a-
BJCMMOCTY OT KOJIMYECTBA ¥ YACTOTBI ITOAB/IEHN HOBBIX
ouaros BKPK [9].

2. TTo moBopy pycKa pa3BUTHS MeRYII06TacTOMBI. [JeTsiM
¢ myTanuei B rede PTCH]I - BbIIo/lHeH)€ MaTHUTHO-PE30-
HaHcHoit Tomorpadym (MPT) ronosHoro mosra Ipy Hajm-
YJM HEBPOIOIMIECKIX CUMIITOMOB. [leTAM ¢ cuHpOMOM
TopnuHa — Tonblia 6e3 reHeTUYeCKOTO MOATBEPXK/IEHIUS
unu ¢ myTauueit B rene SUFU — MPT ronosnoro mosra
KaXX/ible YeThIpe MecsAIla 0 Tpex JIeT U flajiee JiBa pasa
B TOf] JO TIATH JTeT (Memy/no6/macToMa Jaire IposBIAeTCSA
B BO3pacTe JO0 Tpex 1eT) [9].

3. IuddepeHnnanbHbIil fUATHO3 CIefyeT IPOBOSUTD
IpeXx/Je BCEro ¢ CMHAPOMOM basekca, MHOXXeCTBEH-
HOJ IaIy/le3HOM TPUXOIMUTENUOMON U CUHLPOMOM

Mbroupa — Toppe.

Bo3moxHoctu Tepanuu bKPK
Ha poHe cuiapoma lopnuna — lonbua

Jleuenne BKPK crmemyer mpoBoAnTbh B COOTBETCTBUM
€ MEXJTYHapOIHBIMI/HAIIVIOHATIbHBIMY KIIMHMYECKUMMU
pexomenparsivu [9]. B HacTosIee BpeMst Hay4HO 060C-
HOBaHHOTO IIOAXO0Ja K JIe4eHNI0 MHOKecTBeHHOro bKPK
Y HaLyeHToB ¢ cuHApoMoM JTopnuna — Tonmbia He cymiecT-
ByeT, 103ToMy BapuaHThl Tepamuy BKPK Ha ¢poHe Hacnen-
CTBEHHOTO 3a60JIeBaHMA TaKUe >Ke, KaK 1 IIpU Criopajnde-
ckoM BKPK, 3a uckmodeHneM y4yeBoii Tepanuu, KoTopas
B JAHHOM C/Ty4ae IIPOTHBOIOKasaHa [8-10] (cm. puc. 2, A).

MeTozbl 10KanbHOro BO3AeNCTBIA

Xupyprudeckoe uccedeHue sBIAETCA 30/I0THIM CTAHAAPTOM
Y OCHOBHBIM METOJIOM JIeUeHsI TPY HeMHOTOUMCTIEHHBIX
ouarax bKPK. IIpyu nokanbHO-arpeccuBHBIX OIYXOJIAX
¥/VUIV OITYXOJISIX, PACIIO/IOXKEHHBIX B 30HAX BBICOKOTO PUCKA
(LeHTpaTbHBIE OT/IEIbI THULIA, BeKH, OpOBH, TepuopOUTaDb-
Hble 06/1aCTH, HOC, TyObI, TOOOPOSIOK, HYKHSS YeTI0CTb,
OKOJIOYIIIHAs U 3ayIlHas 00acTH, CKIAIKM KOXKU JIUI[A,
BICOK, YIIIHAasi PAKOBMHA, a TAKXKe TeHUTA/INN, TaOHU
¥ CTOIIBL), XMPYPIUs IO MeTORY Moca IpefouTuTebHee
OOBIYHOTO XVPYPIUIECKOTo MccedeHus [10].

OHKONOT U, remaTonoria 1 paavonorua

KNIMHNYeCKaa npakTuka

Y maInueHToB ¢ MHOTOYMCIEHHBIMI OITYXO/LSIMI He6O/Ib-
IIUX Pa3MepoB, Y3TIOBBIMI VU IIOBEPXHOCTHO-PACIIPO-
crpansomumucs popmamu BKPK MoryT Takxke npu-
MEHATbCS JpYryie MeTOABI JIOKATbHOTO BO3MEMCTBMS,
BKJIIOYAs KIOPETaX C 37IeKTPOKOATy/ALNelt, Ta3epHyo/
KPUOLeCTPyKIuo, poropnuHammdeckyto repanuio (PIT),
[pUMeHeHVe KpeMa UMUXUMOJ, a TaK)Ke X KOMOMHU-
pOBaHMe, IOCKOJIbKY MHOXECTBEHHbIE XUPYPTUdecKue
BMeIIIaTe/IbCTBA CAMM 110 cebe MOTYT SBJIATHCS UCTOY-
HIKOM 00JIeBBIX OLIyLIeHMI, [UCKOM(OPTa, a TaKxKe 06-
YCTIOBIIMBATh HEYIOBIETBOPUTE/IbHbIC (PYHKIVIOHA/IbHBIE
U 9CTETUYECKNe Pe3y/IbTaThl TeYeHI.

MeTofb1 TOKa/IBHOTO BO3LEVICTBMA 06eCIednBaIOT YOB-
JIETBOPUTE/IbHBII JIOKA/IbHBIN KOHTPOJIb OT/IE/IbHBIX OITY-
XO7eBbIX o4aros [8, 10].

(uctemHas Tepanus

ITpu HeadbeKTMBHOCTY UM HEBO3MOXXHOCT IIPYIMeHe-
HYIS1 JIOKQ/IbHBIX METOJIOB JIEYEHMUS 0 TOBOAY IePBUY-
HO-MHO)X€CTBEHHOTO 11/ W/IM MECTHO-PAaCIPOCTPaHEHHOTO
BKPK MoxeT ObITh Ha3Ha4YeHa TapreTHas Tepalus BUC-
MOJET60M, MHTYOVPYIOMIMM MaTOOTMYeCK) aKTUBHBIN
curHanbHbI yTh Hedgehog B omyxomu. TapreTHas Tepa-
M1 IeMOHCTPUPYET BbICOKYIO 3 heKTHBHOCTS (pHc. 6, 7),
4acTOTa 0O'bEeKTUBHBIX OTBETOB focturaet 80% [18], omHa-
KO KOHTPOJIb 60/IE3HN COXPAHSIETCS B IIPOLECCe TEPAINI
U HEKOTOPOe BpeMs II0C/Ie ee OKOHYAHMA, YTO TpebyeT
HEIPepbIBHOTO M IUTEIbHOTO IPUMEHEHN Ipelnapara.
ITocre mpexpalileHus TAPTeTHON TePAIINU POCT OIyXOJIeit
BO30OHOB/IAETCS AaXke IpU MOPQOIOTHMIECKI IOfTBEP-
>KIeHHOM 1monHoM otBeTe [19] (puc. 6, T).

MpepbIBUCTOE NPUMEHEHNE BUCMoperiba

B HacrosAee BpeMsaA PeXXMMBbI IPEPBIBUCTOrO IPUMEHe-
HIIs1 BUCMOZeru6a He 0f06peHbl, OAHAKO B XOfje PaH/0-
MU3VMPOBAaHHOTO KIMHMYecKoro uccnefnopanum MIKIE
ObITM AT pO6MPOBAHBI 1BA IPEPLIBUCTHIX PEXKUMa MPU-
MeHeHUs BUcMoferuba ¢ oreHKoit 1X 3¢ HeKTNBHOCTH
n 6esonacHocTu. ITanyenTsl ¢ MHOKecTBeHHBIM BKPK
(He MeHee IIeCTY OYAaroB) pacIpefe/ANICh B IBe TPYIIIbI
Tepanuy BUCMOfern6om: B rpymie A — 116 maryeHTos
(44 manuenTa ¢ cungpomoM fopnuna — Tonbla) monyya-
IV TEpAINIO BUCMO/IETUOOM B TedeHMe 12 Heflenb, fanee
8 Hepernb mnane6o, fanee 12 Heflenb Tepanuy; B TPYILIIe
B - 113 maunenros (41 narueHT ¢ curgpomom [opnuna -
Tonplia) momyvamyu Tepanmio BUCMOLETO0M B TeUeHIe
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KNMHNYeCKkan npakTuka

Puc. 7. Mnoxecmeennuviii mecmuo-pacnpocmpanennoiti BKPK y senusunvt 35 nem: A - na xosxce wieu, nuya 00 newenus; b — nocne 5,5 mecaya
mepanuu eucmooezubom; B - na 6onocucmoti uacmu 20m106vt 00 newenuss; I — nocne 5,5 mecaua mepanuu eucmooezu6om (cobcmeernHvte HAOMO0eHU)
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24 Hepens, fanee 8 Hexenb maLe6o0, 8 Hexenb TepaNy
BrcMOnern60oM (B TakoM pexxume 1o 73 Hegenb). 1o
NaHHBIM MCCIeOBAaHMUs, CpefHee KOMUIECTBO 0YaroB
bKPK Ha 73-it Heflene B IrpyIIie 1e4yeHNus A yMeHbIIN-
70¢hb Ha 62,7% (95% pmoseputenbHblit nHTepBan (M)
53,0-72,3) u B rpymne nedeHus B — Ha 54,0% (95% I
43,6-64,4). YacToTa HeXKeaTeIbHbIX SABIEHUIT 3—-4-ii
CTEIEeHN TSDKeCTU B 06eNx IpyIIax 6bl1a COOCTaBUMA.
TaxuMm 06pasoM, 06a IpepbIBUCTBIX peXXUMa IpuMe-
HeHMsI BICMOZern6a MpogeMOHCTPUPOBAIN XOPOLIYIO
AKTVBHOCTD IIPY JINTENLHOM IPUMEHEHNN Y AllMeHTOB
¢ mHoxectBenusiM BKPK [20].

OnucaHue co6CTBEHHbIX KNMHUMYECKUX AAHHbIX

Cunppom lopnuna - Tonbla — 3TO pegkuil CUHAPOM,
TeM He MeHee B nepuoj ¢ 2012 mo 2023 r. B oTfenenun
OHKOflepMaTo/Iorun (paHee — oTfeneHme 61oTepannn
omyxorneit) ®I'BY «HMUI] ouxonoruu um. H.H. broxn-
Ha» Munsgpasa Poccun Habmoganuch n/1mm nomydanu
TEpPaINIO 1eCATh MAIMEHTOB C IePBUYHO-MHOXKECTBEH-
HBIM 1/mmu MecTHO-pacnpoctpaHeHHbIM BKPK Ha done
curppoma Topuna - TonbIia, KOTOPBILIL OB YCTAHOB/IEH
Ha OCHOBAHNY COBPEMEHHBIX AMAaTrHOCTUIECKUX KpHUTe-
pues (tabm. 1; puc. 1-7).

XapaKkTepuctika nawueHToB

BONBIINHCTBO MALEHTOB OBUIN XEHIHBL (MYXXINH —
TpoOe, XeHIUH — ceMb). CpeIHMUIT BO3pacT HAa MOMEHT
obpamenns 8 HMMUII - 44 ropa (gnamasoH ot 28 fo
66 neT).

Y Bcex feciATM NMAalMeHTOB OTMEYanoch IHEePBUYHO-
MHO>XEeCTBEHHOE€ OIyXO0JIeBOe IMOpaKeHne KOXI NI
U TYIOBUINA, Y IATYU MAIMEHTOB TaKXXe OTMeYanoch
Hopa)keHye KOXKM IIeM ¥ BOJTOCUCTON 4acTy TONIOBBHI,
y OBYX IaIlMeHTOB — KOHEYHOCTeJl, Y OfTHOTO HaljueH-
Ta — IPOMEXHOCTI. Y YeThIpeX MAIeHTOB 3a60meBa-
Hue IpuoOpesIo MeCTHO-PACIPOCTPAHEHHBII XapaKTep.
Komm4ecTBO rIcTONMOrNYeCK IOATBEPXKAEHHBIX 0YaroB
BKPK Bapbuposaino ot 15 o > 100 Ha offHOTO MalMeHTa.
CpepHuit BO3pacT Ha MOMEHT IIOSIBJIEHV I IEPBBIX 04aroB
BKPK cocraBun 22 roga (guamasoH ot 5 mo 35 jeT).
YuuThIBas HaclIeACTBEHHBIN XapaKTep CMHPOMA I /TN -
TeNbHBIM aHaMHe3 moaBneHusa oyarop bBKPK B Teue-

HUe XM3HM, 6ONBUIMHCTBO MAIlMEeHTOB IIPOXOANIN
MHOTOJIETHEE KOMIUIEKCHOe /edeHue (Tabm. 2) B pas-
HBIX YYpeXJeHUAX U B urore obparmmucs B HMUII
M. H.H. bnoxuHna g1 koHCynbTanum /iy Tepanmn.
B nanHOII cTaThe MpOaHANM3MPOBAHDBI METO/bI JIEYEHA
BKPK y nmanuentos ¢ cuagpomom lopnuna - Tonbua
B KOHTEKCTE COBPEMEHHbIX PEKOMEHTALNIA.

Tepanua bKPK, npooaumas nayuextam (n = 10)
Xupyprumueckoe neyenne. [leBATY MalIeHTaM U3 BeCATH
IIPOBOJIOCH XUPYPIUYeCcKoe TedeHNe B KOIMYeCTBe OT
OJJHOTO [10 35 XMPyPrUYeCcKMX BMEIIATeNbCTB C YOBIeT-
BOPUTETBHBIM KOHTPOJIEM IIPOSIBIEHNIT 3a00/IeBAHNS,
IIOBTOPHBbIE XVPYPTUYIECKIE VICCEYEHM S IPOBOUINCD
I10 TIOBOZLY HOBBIX OITyXOJIEBbIX O4aros.
I pyrue MeToabl T0KaTbHOIO BO3EiCTBUA. [IByM Na-
nueHTaM n3 gecatu nposopunuck OIAT, n/nmm xpuo-
BeCTPYKUNA, U/UIN Ta3epHas AeCTPYKUMS OIMyXomen
C YZIOB/IETBOPUTEIbHBIM KOHTPOJIEM OITyXOJIEBBIX 04aroB
U KOCMETUYECKNM Pe3y/IbTaTOM.
TpeM manyeHTam U3 gecsATH NPOBOZuIach 6amsxkodo-
KYCHasl MM AMCTAaHIVIOHHAS TydeBas TePanusd, KOTopas
nanyeHTaM ¢ cuHgpomoM lTopnuna - Tonbia npoTuso-
[IOKa3aHa U CIO0COOCTByeT 00pa30BaHMI0 HOBBIX OYa-
roB BKPK (cwm. puc. 2, A - HoBsiit ouar BKPK Ha kosxe
706HOIT 06/1aCTY [OC/IE TYYeBOI TepaIni).
JlexkapcTBeHHad Tepanua. CeMn TanyieHTaM U3 [JeCATU
IIPOBOAMIACH CUCTEMHAs IeKapCTBEHHAA TepaIy:
YeThIpe MAI[MeHTa U3 CeMU IONTy4Yaay Tepanuio pe-
THHOU[AMM/MHTeppepOoHOM/AUKIObEeHAKOM WU
XUMMOTEPANNIo, KOTOPble IPOAEMOHCTPUPOBAIN
HaVIMeHbIIYI0 3¢ (eKTUBHOCTD B BUJe KPaTKOCPOU-
HOJI CTabV/IM3alY OIIYXOJIEBBIX OYaroB;
IATY HalMeHTaM M3 CeMU NPOBOAMIACh TapreTHas
Tepamnus BUCMOZET1OOM, KOTOPbIN 00eCeydnt An-
Te/IbHBII KOHTPO/Ib 3a60/IeBaHMsI ¥ YeTBIPEX 13 TIATU
MaLJEeHTOB C TOCTV)KEHNEM ABYX IIOHBIX OTBETOB
(opMH KIMHMYECKMIT — IOCIe YeThbIpeX MecsdleB
Tepamuu U OfUH MOP(OIOrNYecKy MOATBEPXK/eH-
HBIIT — mocyie 11,5 Mecsiiia Tepanum) u gBa IIyOOKux
JaCTMYHBIX OTBETA Ha JIedeHMe, KOTOpble, OTHAKO,
COXPAHAMNCD TOIBKO PV IPOJO/DKEHNUI TApTeTHOM
Tepanuu (puc. 6, 7). [Ipofo/mKeHHBI pOCT ONyXornel

JddexTuBHaA hapmarotepanua. 16/2023
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Tabnuua 1. Knunuueckue kpumepuu, Ha 0CHOBAHUL KOMOPbIX Obin ycmanosnen cunopom Iopnuna - Tonvya (n = 10)

IMamuent | Knunmyeckne xpurepun

Ne 1 OmoHTOreHHbIE KUCTHI,
muoxectBeHHbIT BKPK c 5 ner,
cunppom lopnuna — Tonbiia y oT1ia,
Ka/mbIyUKaysi cepia Mosra

02 OmoHTOreHHbIE KUCTHI,
muoxecTBeHHbIT BKPK ¢ 5 et

Kudockonnos, pasngBoeHnne pebdep, mporsaTus,
VICTYHHBIII TUIIEPTENIOPU3M, BBICTYIIAIOIE TOOHbIE

Tenernmyeckoe
Manbie VICCIIeOBaHMe
BeicTymaromiyue 106HbIe 6yTrpbl, aHOMamusA ApHosbia — He mpoBoammock
Knapn I Tuma, Teparoma AnMdHMKa

BrisaBnena
TepMMHaJIbHAA

noce aydeBoit reparuu (JIT) mocme  6yrpel, ykopoueHme IPOKCYMAIbHbIX (hajlaHT IablieB  MYTAlVA B TeHe

He(PIKTOMMUY IO HOBOJY OITYXO/IU
Bunbmca (puc. 6, I')

Ne 3 MuoxxectBeHnb1 BKPK -
¢ 34 neT, OMOHTOT€HHbIE KUCTHI,
Ka/mbIyUKaIys cepIa Mo3ra
U HaMeTa MO3)Ke4Ka, ITaJlbMapHbIe

BJIaB/IEHIS

0 4 MmuoxxectBennsit BKPK ¢ 32 rer,
HEeBOM/HbIE KICTHI U TTaJIbMapHbIe
BJIaBJIEHIS

5 MmuoxxectBennbiit BKPK c 33 ner, -

KanbLuUKaLus cepia Mo3ra,
HaJIbMapHble BIAB/ICHNS
Ne 6 MmuoxectBennbiit BKPK c 14 ner,

KaHbHI/I(bI/IKaLU/IH ce€p1ria Mo3ra
¥ HaMeTa MO3)KeUKa, KMCThI HVDKHEe

YeTI0CTI
Ne 7 MmuoxectBennbiit BKPK ¢ netcTBa,
IaJIbMapHble BIABICHNS
Ne 8 MHuoxxkectBennbiit BKPK,
IUTAHTapHBIE BJAB/ICHNS
Ne 9 MuoxxectBerHbiit BKPK -
Ne 10 MuoxectBennbiit BKPK, =

OJOHTOT€HHbIE€ KUCTBHI,
KaJ'IbLH/I(i)I/IKaLU/IH cepiia Mo3ra

M/VIIU peliNB PasBUBAJICA B OMyDKaiiine Hefenu
[I0CJIe BpEMEHHOTO NpeKpalljeHIsI TapreTHOI Tepa-
muu (puc. 6, ).

Cpenn HuX:
BO€ MAIVIEHTOB BBIHY)X/IEHBI [IPOO/KATh TEPAILIIO
BMCMOfiern60oM 6osiee IATH U BOCbMU JIeT (C mepe-
pBIBaMy Tepanuu Npu nepebosix B T1eKapCTBEHHOM
obecmneueHny, BCIEACTBIE U3OALNN BO BpeMsI IIaH-
pemuy COVID-19 nau o MHBIM NPUYMHAM);
OVWH TALUEHT IONydYan BUCMOAErub B TedeHUe
TPeX MeCsIeB C BBIPaXXEHHbIM YaCTUYHBIM OTBETOM
(-60%), pamee mepepblB TPU Mecsla BCIENCTBUE
PasBUTHS ajoNenyy 1-11 CTEIeHN C MOC/IeYIOINM
BO30OHOBJIEHIEM TEPANINN B TEUEHIE TPEX MECSIIEB
U IPUOCTAaHOBKOJ Tepammu us-3a mpobiaeM ¢ obec-
IeYeHyeM IpernapaToM;
OIMH MAL[MeHT IIO/yYaeT TePanuio BUCMozernbom 6o-
nee 14 MecA1eB C IepepbIBaMI B CBA3U C Pa3BUTHEM
IMOTHOTO KJIMHMYECKOTO OTBETA U BO3OOHOB/IEHIEM
Tepamuy IMoCie Pa3BUTHUS peluanBa 3a60eBaHMs;

OHKoNOrys, remaTonorus 1 paanonorus

PYK, MHO>KeCTBEHHbIE MIJIYMbI, HeBOMHBIE KVCTbI,
onyxonb BunbMca (Hedpobmactoma)

Kapmnommonarusa

BeicTymaromiye 106HbIe 6yTpbI, AUCTONNA 23 3y60B,
KVCTa BepXHEUETIOCTHOI a3y xu

BricTymaronme 106HbIe 6yTpbI

BeicTymnaromnie 106HbIe OYTpBI

PTCHI

He npoBopunoch

He nposogunoch

He npoBopunoch

TepMuHnanbHas
MYyTaIyA B FeHaxX
PTCHI n SUFU ne
BbIABJIEHA

He nposogunoch
He mpoBogunoch

BoraBnena
TepMIHA/IbHAsS
MyTaIU/IH B IreHe

PTCH1
He nposogunoch

OfIVH MAIMEHT IIONTy4asl BUCMOMIETHO OKOIO OHOTO-

IBYX MeCsI[eB C HeM3BECTHBIM 3P HEeKTOM U NeTalb-

HBIM MICXO/IOM I10 HEM3BECTHOJ IIPUYMHE.
ITepeHOCUMOCTD Tepamuy BUCMOJEINOOM B II€/IOM YOB-
JIeTBOPUTE/IbHAS, CPE HeXKelaTeIbHBIX ABJIEHUIT ObIIN
OTM€YEHbI: MbIIIEYHbIE CITa3Mbl 1-3-11 CTeneHn y Tpex us
YeThIpeX MALEHTOB, JUCTE€B3UA 1-11 CTENIEHN Y ABYX 13
4eThIpeX MallMeHTOB, afonenus 1-2-ii CTeneHn y Tpex
13 4eThIpeX NalMEeHTOB, TMX0pafKa 1-11 cTeneHu y ofi-
HOTO 13 YeThIpeX Nal[MleHTOB, HePEeTyAApHbIe MEHCTPY-
auuu 1-if cTeneHn y OfHOrO M3 YeThIpexX NalueHTOB,
MaNWIIOMAaTO3 KOXXI TY/IOBUILA 1-11 CTeNIeHN Y OJHOTO
13 4YeThIpeX MalleHTOB, CHIDKEHME Beca 1-if cTeneHn
Y OTHOTO M3 YeThIpeX MallieHTOB.
OpHOoMYy manyueHTy U3 [eCATU IPOBOAUNACH TOKAIbHAA
TepanusA KypajepMoM C KPaTKOCPOYHBIM KOHTPOJIEM
3aboeBaHmA.
OpHOMYy MalMeHTy U3 JeCATH He IPOBOAMIOCh HUKA-
KX BUJOB JICYCHN S, IOCKOIBKY CUHJIPOM OBIT BBLABJIEH
crny4aitHo (manyeHt obparuiacs B8 HMUIL onkonorun
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Ta6nuua 2. Bapuanmo: mepanuu BKPK y navuuenmos ¢ cunopomom Iopnuna - Ionvya

IManyent | Xupyprudeckoe |JlasepHas mmm ®OT (n) JIyyeBas repanusa | J/lekapcTBeHHas Tepanis
nevenue (n) KpuogecTpykuys (n)
Nel 1 0 0 0

Ne2 MHorokpaTHO MnorokparHo

Ne 3 1 0 0
Ne 4 35 0 0
Ne 5 8 0 0
Ne 6 3 0 0
Ne7 MHorokparHo 0 0
Ne8 MHorokpatHo 0 0
Ne9 17 4 0
Ne 10 0 0 0

uMm. H.H. broxuna ¢ nogospeHneM Ha 3710Ka4eCTBEH-
HOe HOBOOOpa3oBaHIMe HIDKHEI YeTI0CTH, 10 JaHHBIM
610TICUY 37T0KaYeCTBEHHBI XapakTep oO6pasoBaHus
OBIT MCKIIOYEH, [MArHOCTUPOBaHa OJOHTOTeHHAs
KICTA).

06cyxpeHune

[’maBHBIN NPVHIONI YIpaBAe€HNS PUCKAMM Pa3BUTUA
BKPK na ¢one cungpoma fopnuna - Tonbua 3aximo-
4aeTcsd B MOXM3HEHHON MaKCUMalbHON 3aIlyUTe OT
yIbTpadoIeTOBOrO BO3AENCTBYS, HELOMYCTUMOCTHI
MpOBefleHN Ny4eBOIl TepaNnyy U OTPAaHNYEHUN B UC-
IIO/Tb30BAHNM METOJIOB JIYYeBOJ AMAarHOCTUKY (HaIpu-
Mep, BoinonHeHue MPT u ynprpasBykoBoro mncciepo-
BaHUA BMECTO KOMIIbIOTEPHOIT ToMorpadun).
IuHaMmu4yeckoe HabTIOIEH e C PETY/IAPHBIM OCMOTPOM
BCeX KOXKHBIX IIOKPOBOB II03BOJIIET CBOEBPEMEHHO
U IOC/IefoBaTe/IbHO BhIABAATH odaru bKPK pna npo-
BeJeHM PaIUKaTbHOTO XUPYPIUIECKOTO BMEIIATENb-
CTBa, a TAK)Ke XUPYpruu 1mo Mocy i 04aros B 30HaxX
BBICOKOTO PMCKa.

ITpu MHOXeCTBEHHOM OITyXO/IeBOM ITOPa’KeHUI BO3MOXK-
HO NIpYIMEHEHNe JOTIOTHUTETbHBIX METO/[OB JIOKaIbHOTO
KOHTPOJIA, BK/II0Yas KIOPETaX C 3/IeKTPOKOarysaue,
nasepryw/kpuopectpykuuio, ®IIT, npumenenne xpema
UMUXMMOJ, a TAK)Ke UX KOMOVHUPOBaHIeE.

CucTeMHas TapreTHas Tepanus JeMOHCTPUPYeET UCKITIO-
YYTENbHYIO HEIIOCPEACTBEHHYIO0 9(pPeKTUBHOCTD IpU
BKPK Ha ¢oue cuapgpoma lopnuna — [onbua, ogHa-
KO He o0OmafaeT KypabeIbHbIM IOTeHINATOM. Takum
06pa3om, Ha3HAYEHIE TAPTETHOI TePAINIL MOXKET OBITH
PacCMOTPEHO IpY INePBUYHO-MHOXKECTBEHHOM /M
MecTHO-pacnpocTpaneHHoM BKPK, koropsiit He noz-
[aeTcsA METOJaM JIOKa/JIbHOTO KOHTPOJIA.

B cBs31 ¢ HEOOXOAMMOCTBIO IPOBEREHNUS AIUTENbHOI
TapreTHOI TePalyy ¥ UCXOJ U3 Pe3y/IbTaTOB KIVHN-
yeckoro nccnegosanusa MIKIE, y mannentos ¢ BKPK
MOXeT ObITh PacCMOTPeHa BO3MOXXHOCTD IPOBECHUS

MmnorokparHo 0

Bucmonern6

PoakkyraH +peahepoH; HeOTUTa30H +
peacdepoH v BudepoH + auKIodeHak;
HEOTHUIA30H; IIPOCIIVIVIH; BUCMOJEIO
Heckonbko kypcoB  Kap6orvatus (5 LK/I0B);

BUCMOTEIN6

Heckonbko kypcoB  LlnknodocdaH + MeToTpekcar +
6eoMMIIH
(Bcero 12 IMKJIOB a//IMaTUBHON
XUMMOTEPAIIVN)

0 Bucmopern6

0 Kypanepm, BucMopern6

0 ITpocmmpys

Heckonbko kypco 0

0 0

0 0

IpepbIBUCTOI Tepanuy BrcMoneru6om (oduimanbHo
He of06peHa HIL B OJHOI U3 CTPaH).

ITanuenTts! ¢ cuagpomomM lopnuua - Ionbua, KoTOpbIe
obpamamcy B HMUII oHKomornu, B 0CHOBHOM He ObLIn
MHGOPMUPOBAHBI 0 HEOOXOVIMOCTH 3aLIUTBI OT CONHEY-
Horo n3nydeHnda. KaxgoMy TpeTbeMy IaLlMeHTY paHee
IIPOBOAM/IACE JTy4eBasi Tepalus 1/WIN MHOTOKPaTHbIe
Jly4eBble METOABI JUAaTHOCTUKYU, KOTOPbIe MOI/IN OKa-
3aTh HeTaTVBHOE BJIVAHME Ha KIMHUYECKOe TeueHue
OIIyXOJIEBBIX TOPA’KEHNI KOXKIA.

[TonoBMHA MaLMEHTOB He NPOXOAUIN CIIeLMaTbHOTO
HaO/TIOfleHNA 110 IOBOJY OIYXO/IEBOTO IIOPa>KeHNA KOXKI
U Ha MOMEHT O0palleHus y>Ke MMeIN JeCATKU 04aros
BKPK pasHoii cTeneHy pacipoCTpaHEHHOCTH.
[TpakTUyeckyu BceM MaljMeHTaM IIPOBOAMUIOCH XUPYP-
rn4yecKoe JedeHue ¢ yIOBIeTBOPUTEIbHBIM KOHTPOIeM
3abonepanys. ToNMbKO IBYM HallieHTaM IIPOBOJVIINCH
JOIIOTHUTEIbHbIE METOBI IOKAIbHOTO KOHTPOJLA C Y OB-
NeTBOPUTENbHBIM 3¢ ¢dekToM. [lomoBMHA ManueHTOB
HO/Ty4aIy TApTeTHYIO Tepalyio BUCMOAern6om, BbIpa-
KeHHbIT 9¢pPeKT OTMedeH y YeThIpeX U3 IIATH HaljUeH-
TOB. B cyiTy TeXHMYeCKUX IPUYMH MalMeHTI IOTydan
TapreTHYIO TePAIVIO B IPEPBIBUCTOM PeXIMe.

3aKnioyeHue

IMposiBneHus Au33MOpUOTEeHe3a MM HEOOBIYHBII
BHEIIHNUII B/ MAIVeHTa Ha (OHe 3710KaYeCTBEHHBIX
HOBOOOPa3OBaHMII KO MOTYT OBITH IIPOsIBIEHNEM
Hac/IefiCTBEHHOTO reHofepmarosa. Cunppom lopnnHa —
Tonbiia MOXeT KOHTPOIUPOBATHCS IIPU PETYIsIPHOM
HaOMOeHN N, aleKBATHOM JIe4eHUN ¥ UHPOPMUPO-
BAaHMM MAI[MEHTa O PUCKAX ¥ Mepax HpOQUIaKTUKIAL.
CBoeBpeMeHHOE BBIABIIEHIE U JIEYEHIIE OMYXOTEBbIX
[pPOsIBNIEHNIT HAC/Te[CTBEHHOTO FeHOAepMaTosa Mpu
y4acTuy MyTbTUANCLMIINHAPHON KOMaH/bI, a TAK)Ke
reHeTNYeCKOe KOHCY/IbTUPOBAHME MOTYT IPefOTBpa-
TUTb OCTIOKEHHHOE Te4eHye 3a00/IeBaHIs U YIYILINTh
Ka4eCcTBO JKM3HU ITALjIeHTOB.

JddexTuBHaA hapmarotepanua. 16/2023
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Gorlin-Goltz syndrome is a rare hereditary disorder characterised by multiple congenital abnormalities and cancer
predisposition — basal cell cancer (BCC) and medulloblastoma. BCC develops in most patients throughout their life.

The number of BCCs varies from a few to several thousand. In this paper we describe the diagnostic features

for Gorlin-Goltz syndrome and treatment options for BCC associated with this hereditary disease. We analysed our
clinical experience and presented data on patients with multiple BCC related to Gorlin-Goltz syndrome who were referred
to N.N. Blokhin National Medical Research Center of Oncology from 2012 to 2023 (n = 10).

Key words: Gorlin-Goltz syndrome, PTCH]I, basal cell skin cancer (BCC), vismodegib, medulloblastoma,
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