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BBefieHne. B cTpyKType 3n10KauyecTBEHHbIX HOBOOOPa3oBaHMil 6a3anbHOKNETOUHbIN pak Koxun (BKPK) 3aHumaet
nmaunpyoulyto nosuuuio. Ha HavanbHbix ctagnax BKPK ocHOBHbIMY MeTofamMu fledyeHra ABAAIOTCA XUPYPruiyeckni
1 nyyeBon. OgHako npumepHo y 1,3 % nauyuneHToB BKPK moxeT nprobpeTatb MECTHO-PaCNpOCTPaHEHHbIN Unn me-
TacTaTMYECKMI XapaKTep, 1 B 3TUX CllyYasx BO3MOXXHOCTW NTOKaNIbHOTO fieyeHuna orpaHnyeHbl. Co3aaHne TapreTHbIX
npenapaToB, TaknxX Kak MHIMOUTOpbI curHanbHoro Nyt Hedgehog, OTKpbINo HOBble BO3MOXHOCTU Ans 3¢ deKTrB-
HOro 1 6e30MacHOro neYyeHns JaHHON KaTeropun NaLyeHToB.

Lienb paboTbl — onucatb KNMHUYECKUIA Clyyai cucteMHom Tepanum BKPK uHrmbutopom curHansHoro nyti Hedgehog.
KnuHuuyeckoe HabnogeHne. Co CIOB NaLMEHTa, ONYXO0Jib Ha H/XKHEM BeKe JIEBOTO IMa3a Bo3HuKa B 2000 1., 33 me-
OULIMHCKOW NMomoLLbio He obpalyanca. B 2011 r. obpatunca B OHKONOMMYeCKnin AncrnaHcep, NocTaBeH AnarHo3 paka
KOXU HUXHero Beka neBoro rnasa T2bNOMO. OT npenoeHHOro neyeHns nauneHT oTkasancs. [loBTopHo obpatun-
CA TONbKO B MioHe 2017 T. y»Ke ¢ MeCTHO-pPacnpocTpaHeHHbIM npoueccom. Cryyait NnpusHaH HepesekTabenbHbIM.
C 30.06.2017 no 04.09.2017 npoluen Kypc ANCTaHLMOHHOW Ny4yeBOl Tepanun No paavkanbHOM nporpaMmme, ¢ no-
noxuTenbHbiM 3dPpektom. 01.07.2019 obpaTnnca C peLmamBomM ONyxonu riasHuyHomn obnactu cnesa. C 16.07.2019
naumeHT Havan npuem npenapara Bucmonern6 no 150 mr 1 pas B cyTku. Ha poHe neueHna npoBefeHa KOHTPObHaA
KomnbtoTepHas Tomorpadua 24.11.2019 n 11.03.2020; B cpaBHeHUN € AaHHBIMU nccnenosaHua ot 09.07.2019 KoH-
CTaTMPOBAHO YMeHbLLEHNE 06beMa OMyXONIM COOTBETCTBEHHO Ha 78 1 82 %. MauueHT no HacToAwee BpemMa Npo-
JoMmKaeT npriem BucMogerunoba.

3aknioveHune. KnnHnyecknn cnyyan AeMOHCTPUpPYET BO3MOXKHOCTb YCMELHOrO JIeYeHUA MeCTHO-PacnpoCTPaHeH-
Horo BKPK nHrnbutopom curHanbHoro nytv Hedgehog.

KntoueBble cioBa: 6a3afbHOKIETOUHbI PaK KOXM, MECTHO-PACNPOCTPAHEHHBIN PaK KOXW, UHTMOUTOP CUFHANbHOIO
nyt1 Hedgehog

Ona untupoBaHua: Mycux W.W., WapadytauHosa H.A., CyntaH6aes A.B. MpumeHeHne Hedgehog-uxrnbutopa
npun 6a3anbHOKNETOYHOM pPaKe KOXM: KNMHUYECKMI cnydair. Onyxonu ronosbl v wemn 2021;11(1):109-14.
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Background. In the structure of malignant neoplasms, basal cell skin cancer (BCC) occupies a leading position.
In the initial stages of a malignant neoplasm, the main treatments are local treatment methods, both surgical and
radiation. However, in about 1.3 % of cases, BCC can become locally or metastatic in which local treatment methods
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are limited. With the development of targeted drugs, such as the Hedgehog pathway inhibitor, the possibilities for
effective and safe treatment of this category of patients have appeared.

The objective is to present the clinical case of treating a patient with BCC who is receiving systemic therapy with a
Hedgehog signaling pathway inhibitor.

Case report. According to the patient, a tumor in the lower eyelid of the left eye appeared in 2000, did not seek
medical help. In 2011, he applied to the clinic and was diagnosed with skin cancer of the lower eyelid of the left eye
T2bNOMO. The patient refused the proposed treatment. Reapplied only in June 2017 already with a locally distribut-
ed process. The case is recognized as unresectable. From June 30, 2017 to September 4, 2017, he underwent a course
of a radical program of radiotherapy, with a positive effect. 07/01/2019, he relapsed with a relapse of an orbital tumor
on the left. From July 16,2019, the patient began taking the drug wismodegib 150 mg once a day. Against the back-
ground of the treatment, control CT studies on 11/24/2019 and 11/03/2020 compared with CT data from 07/09/2019
reduced the volume of the tumor by 78 and 82 %. The patient currently continues to take wismodegib.
Conclusion. The clinical case demonstrates successful treatment of locally advanced basal cell skin cancer with a Hed-

gehog signaling pathway inhibitor.
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BBepeHue

B cTpyKType 310KauecTBEe HHBIX HOBOOOpAa30BaHUIA paK
KOXHU 3aHUMaeT nuaupyoouiee mecto [1]. U3 ero mopdo-
JIOTUYECKHUX BapMAHTOB Yallle BCTpevyaeTcsl 0a3aibHOKIIE-
TouHbIi pak Koxu (BKPK), Ha 1010 KoToporo npuxoaurcs
10 80 %. BKPK mpoucxoaut u3 6a3aabHOIO CJI0S SITUTE-
Jvst. OH XapakTepu3yeTcsl MEIIEHHBIM POCTOM, JIOKAJIbHBIM
pacnpocTpaHeHUueM U peakuM MetactazupoBaHueM. BKPK
JIMArHOCTUPYIOT MPEUMYILECTBEHHO Y MAlIMEHTOB CTapIiIe
50 jteT, B 0OCOOEHHOCTH Y TeX, KTO YacTO MOJBEPTaics BO3-
JIECTBUIO COTHEYHOM paguauuu. M3-3a maToreHeTM4ecKoi
CBSI3M C COJTHEYHBIM OOTyUeHUEM OH OOBIYHO Pa3BMBAETCS
Ha OTKPBITBIX YY4aCTKaxX KOXH, B [IEPBYIO ouepeab B 00J1aCTH
TOJIOBHI U 111eH [2].

B 6onbimHceTBe ciiydaeB (10 90 %) BO3HMKHOBEHUE
BKPK o006ycnoBiieHO MaToOIOTUYECKON aKTUBALIME Kiie-
TOYHOTO curHajbHoro mytu Sonic Hedgehog (SHh) Bcaen-
CTBUE CHIOPATNYECKUX WU TePMUHAIbHBIX MyTaIIMii B Te-
Hax PTCHI, PTCH2, Smo n runepakcnpeccuu GLII.
CurnanbeHbil yTh Sonic Hedgehog siBnsieTcst KmtoueBbIM
MOJIEKYJISIPHBIM PETY/ISITOPOM OHTOTeHE3a MICKOIUTAIOIIIX.
CurnanbHblit TyTh SHh Urpaer BaxkHy10 poJib BO MHOTUX
Mpolieccax SMOpUOreHe3a U COXpaHseT CBOIO aKTUBHOCTh
B MOCJEIyIOIIeM, TPpUMHUMAs ydyacThue B OpMUPOBaHUU
OpraHoOB M TKaHe#, KJIeTOYHOI mponudepaluu U aud-
¢epeHIIMPOBKe, Pa3BUTUU U TMOAAepKaHUU (DeHOTHUIIa
CTBOJIOBBIX KJIeTOK. B 1996 I. B MccliemoBaHUSIX CUHAPOMA
Topauna—Tonblia BriepBbie ObLIA BLISIBJICHA €T0 CBSA3b C pa3-
BUTHEM paka. Ha cerogHsiHuit neHb M3BECTHO HECKOJIBKO
MOJICKYJIIPHBIX MeXaHU3MOB akTuBaliu Hh-curnaasHoro
myTtu. IlepBbiit MeXaHM3M acCOLIMMPOBAH C MyTallUSIMU
B Pa3JIUYHBIX T€HAX OIYXOJIEBOI KIETKU (MHAKTUBUPYIO-
mue noBpexaeHust reHa PTCH [ iny aKTUBUPYIOIINE MY-
Taluu reHa Smo), Kogupyromux nporernHbl Hh-kackana.
BcnencTBue a3Toro Bo3HUKAET TUTaHAHE3aBUCUMAs aKTH -
Bauyst Hh-curHanuHra B O1ryxoseBoii KJIeTKe, TpUBOASILAS
K U30OBITOYHOM TPaHCKPUNLUM TeHOB-MUIlIeHei. Bro-
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PBIM MEXaHU3MOM SIBJISIETCS JIMTaHA3aBUCUMAasl CTUMY -
nsaumsa Hh-curnanuHra, KoTopasi cBs3aHa ¢ M30bITOYHOM
aKkcrnpeccueit Hh-nuranma, 4To mpuBOAUT K TUTIEPCTUMY-
Jsiuyy Hh-curHaabHOTO IMyTH B KJIETKAX OKPYKEHMSI, B pe-
3yJITaTe YEro B MOCJIEAHUX YBEJIMYMBAETCS IKCIPECCHS
napaKpUHHBIX POCTOBBIX (DAKTOPOB. DTOT MEXaHU3M pac-
CMaTpMBaeTCs KakK IMEePBUYHBIM MPY HEMYTHUPOBAHHBIX
OITyXOJIeBBIX cyoTUmax [3, 4].

OcHoBHble MeTonbl leueHss BKPK — xupypruueckoe
BMEIIATEILCTBO M JIydeBast Tepanus [5, 6]. B GonbLmnHCcTBE
caydaeB BKPK nmeeT 6maronpusiTHbIin MPOTHO3, XOTSI MO-
KT IporpeccupoBaTh. J1Jish HEro XapakTepHO MECTHOE pac-
MpoCTpaHEeHUE U peakoe MeTactazupoBaHue [7]. Ocobyio
CJIOXHOCTbD B JICUEHUH MPEACTABIISIOT MECTHO-PACIIPOCTpa-
HeHHble cnydyan BKPK, kak mpaBuiio mociie paHee Ipo-
BEICHHOIO paIMKaJIbHOTO JiedeHUs. Bo3aMoXHOCTh T0-
BTOPHOTO MCIIOJIb30BaHUSI JIOKAJIBHBIX METOIOB JICUCHMS
orpaHMYeHa, U/WiK B pe3yjbTaTe UX MIPUMEHEeHUs: oopa-
3YI0TCsI OOLIMPHbBIE U3MEHEHHSI C TPYObIMU (PYHKIIMOHAIIb-
HBIMUA M 3CTETUYECKUMM HapylieHusMu [6]. Co3paHue
JIeKapCTBEHHBIX npernapartoB s JedyeHuss bKPK mo3Bo-
JIWJI0 U36eXaTh OOIIMPHBIX M TPAaBMAaTUYHbBIX OIEpalyii
Y OTKPBUIO HOBBIE BO3MOXHOCTH JICYSHMSI ITPU MCYEPIIaHUI
BapMaHTOB JIOKAJIbHOTO Bo3aeiicTBus. BucMomern6 cran
MEPBbIM MpernapaToM, OJIOKUPYIOLUIUM CUTHAJIBHBINA MyTh
SHh u npoaeMOHCTPUPOBABIIMM BbICOKYIO 3(D(PEeKTUB-
HOCTb 1 0e30macHoCTb [8]. biokupoBka nepegaym curHa-
JIa BHYTPb KJIETKW ITPOUCXOIUT Oarogapsi AeHCTBUIO MaJIOi
MOJICKYJIbI, KOTOpasl CEJIEKTUBHO MHIUMOUPYET NPOTEHH
Smoothened, 4To NPEeNATCTBYET HEKOHTPOJUPYEMOMY JE-
JIEHUIO KJIeTOK. YacToTa 0OBbEKTUBHOI'O OTBETA, 110 JAHHBIM
uccinenosanuss ERIVANCE, npu Metactatnyeckoit hopme
BKPK cocrasuna 48,5 %, npm MeCTHO-PaCIpOCTpaHEHHOI
dbopme — 60,3 % [9]. B uccnenopanuu STEVIE yactora
O00OBEKTUBHOTIO OTBETA ITpU MeTacTaTnyeckoil popme BKPK
coctaBuia 37,9 %, npu MECTHO-paCIIpOCTpaHeHHOM (op-
Me — 66,7 % [10].



IHea» 1aHHOTO COOOMEHH — Ha KIMHUYECKOM TIpU-
Mepe IMPOAEMOHCTPUPOBATh BO3MOXHOCTH ITPUMEHEHUS
nHruburopa curHagbHoro myt Hedgehog (BucMoaernoa)
npu MecTHo-pacnpocTpaHeHHOM BKPK HukHero Beka.

KnuHuuyeckoe HabnogeHmne

Ilauyuenm A., 72 aem. Cuumaem cebs 6oavhvim ¢ 2000-x
20008, K020a 06pamu1 6HUMAHUE HA 00PA308aHUE KOJICU HUNC-
Heeo 8eKa 1e6020 21a3d, HO 3a MeOUYUHCKOU NOMOWbI0 He
obpawancsa. B 2011 e. obpamuncsa é Pecnybaukanckuii Kau-
HUYecKUll OHKOA02UHeCKUll Oucnancep, Ho pesyabmamam
ouoncuu duaenocmuposan BKPK. Ha momenm ocmompa
Ha HUJICHeM 8eKe 1e6020 eAa3a Haba0aiach U3ssi361eHHAs
onyxonv pazmepamu 11 < 5 mm ¢ paspyuienuem xpaua eexa
U pacnpocmpanerem Ha ee BHYmpeHHIow nogepxrocms. Ilo-
cmaegneH 0uaeHo3 paKa KoxicU HUMCHe20 8eKd 1e8020 2Aa3d
T2NOMO. Om npednodiceHHbIX CHeUUANbHBIX MEMOO08 AeHeHUs!
nayuenm omkasaics. [loemopro 3a MeOUYUHCKOI NOMOUBIO
obpamuacs moavko 6 urone 2017 2., koeda 6 onyxonesbiii npo-
yecc OvLA0 NOAHOCIBIO 808AEHEHO Ae6oe eAa3Hoe S010K0 (3pe-
Hile OMCYMCmMe06ano) ¢ paspyuleHuem mMeduaibHoll cmeHKy
OpOUmbL U HOCOB0IL KOCU U 00PA308aHUEM COYCMbS € NOAOC-
mMbi0 HOCA, Yy NAUUeHmAa Obla 8bIPANCEHHbLI 001€801i CUHOPOM
(5 6annoe no wkane eepoanvroii oyenxu). Co croe nayuenma,
nosodom 041 obpauweHus cman UMeHHO 004e60l CUHOPOM,
a omcymemeie 3peHus Ha 1e6oM 21a3y e2o He 0ecnoKouo.

IIpu komnvromeproit momoepaguu (KT) om 20.06.2017
BU3YANUBUPOBAHA MACKOMKAHHAS ONYXO0ab Ae60ll 0pOUmbl
(pasmepol 6 aKcuaabHoil naockocmu He menee 63 < 44 mm,
eéepmukxanvublii pazmep 42 mm, nromuocmo +52 HU), ¢ un-
Guavmpayueii cmpykmyp opbumsl (Kaiemuamku, Mululy),
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depopmauueil enasnoeo A010Ka, oeaeUeHueM 3pUMenbHO20
Hepea, AU3UCOM MeOUANbHOI CIEeHKU 2AA3HUYbl, pacnpocmpa-
HeHueM 6 AuellKu peuem4amon Kocmu, YaCmu4HbIM AU3UCOM
HUJICHell CeHKU Ae60il opoumbl, UHGUABMpPayueil NOOKOICHOU
KAemuamku 0K0A021a3HUYHOIL obaacmu.

C 30.06.2017 no 04.09.2017 npowen kKypc OUcmanyuon-
Holl nyueeoll mepanuu no paduxanvHoil npoepamme (COL
66 Ip), ¢ nosoxcumensvuvim 3¢pgpexmom. anee naxoouncs
noo duHamuyeckum Hab1ro0eHUueM.

Bo epems ouepedroeo konmpoavrozo ocmompa 01.07.2019
KAUHUYECKU BblsIBNEHA A36EHHAS ONYX0Ab 2AA3HUYHOL 00aacmu
caeea pasmepamu 4,5 x 7,0 cm ¢ pacnpocmpaneHuem 6 cKy-
A08Y10 00acmb, paspyuieHuem 21a3Ho2o 1010Ka, MedudnbHol
CMeHKU opOumel U QopmMuposanuem coycmos ¢ HOCO80I No-
aocmoto pazmepamu 1,0 x 1,5 cm. Takoce nayuenm coobuiun
0 60300H08AEHUL 20108HbIX 00A€ll U 00161l 6 0K0A02AA3HUMHOU
obaacmu (6 basnoe no wikane eéepoanvroil oyenxu). Ilpu KT
om 09.07.2019 6 cpasnenuu c dannsimu om 20.06.2017 koncma-
muposaro yeeauuerue oosema onyxoau Ha 61 % no RECIST 1.1
[11]: suzyanuzuposana mMsaeKomKaHHAas ONYxXonb 1e6oli opou-
mul pazmepamu He meHee 63 x 56 x 54 mm (6 2017 e. 63 x 44 x
42 mm), naomuocmoero +20...+50 HU, ¢ ungurompayuei
cmpykmyp opoumel (Kaemuamku, Moy, — Aeoe 21a3H0e
7010K0 He dughgpepenyupyemcs), eoeaeueHuem 3pumenbHo20
Hepea, 4acmu4HbiM HePAGHOMEDHbIM KOHMAKMHbIM 0CMeo-
AUBUCOM CIMEHOK 1€e601i OpOumbl, pacnpocmpaHeruem @ sueli-
Ku pewlemuamoil Kocmu (6 mom uucie u npagvie), negvle
omdensl 106HOI NA3YXU U HA KOXCY (C HEPOGHBIMU KOHMY-
pamu).

Pewenuem koncuruyma nayuenmy pexomendoeana map-
2emHas mepanus npenapamom sucmooezud ¢ doze 150 me

Puc. 1. Qomoepagpus nayuenma (a) u komnsromepras momoepaghpus 2006wl (6) 0o Hauanra reveHus

Fig. 1. Photos of the patient (a) and a computed tomography scan of the head (6) before treatment
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Puc. 2. Qomoepadus nayuenma (a) u KOHmMpoAbLHASL KOMNbIOMEPHAs MoMoepadhus 20408bi (6) é HosiGpe 2019 e. (uepe3 4 mec mepanuu eucmodecu6om)

Fig. 2. Photo of the patient (a) and control computed tomography scan of the head (6) in November 2019 (4 months of therapy with vismodegib)

Puc. 3. Qomoepadus nayuenma (a) u komnstomepnas momoepaghus (6) ¢ mapme 2020 e. (uepe3z 8 mec mepanuu 8ucmooeeubom)

Fig. 3. Photo of the patient (a) and computed tomography scan (6) in March 2020 (8 months of vismodegib therapy)

1 pasz 6 cymku 0o npoepeccupo8anus uau pasgumus Henepe-
Hocumbix mokcuueckux peaxuuit. C 16.07.2019 nayuenm na-
Yan npuem nPenapama 8 YCaogusx amoyaamopHoeo omoeneHus
NPOMUBOONYX0Ae801 AeKapcmeenHoll mepanuu Pecnybauxan-
CK020 KAUHUYECK020 OHK0A02UecK020 ducnancepa Munzopa-
8a Pecnyoauxu bawkopmocman.

Ilo dannbim Kaunuueckoeo ocmompa om 24.11.2019
Ha (hoHe 1eUeHuUs ONyXoab eAA3HUMHOU 001acmU cle6a CoKpa-
muaace 0o 40 x 50 mm, ucuezna UHGUALMPALUS OKPYIHCAIOUUX
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mkaneil. IIpu KT, nposedennoii 28.11.2019 na 64-cpezogom
annapame GE LightSpeed VCT, ¢ cpaeHeHuu ¢ OaHHbIMU
om 09.07.2019 koncmamupogaHo ymeHbvlieHue pazmepos na-
MOA0UHECKOLl 30HbI HUJICHE20 8eKd, PACPOCMPAHSIIOUelics
6 nesyro opbumy, 6 npudamoutule nazyxu, ¢ 63 x 56 x 54 do
48 x 35 x 50 mm, ymenvuernue obsema onyxoau na 78 %
no RECIST 1.1[11]. Habatooanracy meHOeHUUs: K HEKOMOPOMY
NOGbIUUEHU) NAOMHOCIU CIMPYKINYPbL ONYX01€6020 KOMHO-
Henma 6 noaocmu opbumot (¢ +12...+30 do +29...+44 HU).



Busyanauzuposana ungpurempayus kaemuamru camoii opoumol
be3 uemkoil ougpepeHyUposKU 1€68020 2A1A3HO20 A0A10KA KAK
anamomuueckoi cmpykmypol. Irazo0eucamenvruvie Moluiybl
160l opoumol He dughghepeHyUPOBANUCD, 8 MOAUE NAMOA0-
2UHECKOU 30HbL ONPeOeSAUCH (PPasMeHmbl 3pUMENbHOC0 Hepad.
Ommeyena ocmeodecmpyKyus, 4acmu4Hbvlll 0CMeoAU3UC
¢ paemenmauueii cmeHoK Ae6oii opoumul (6cex, Kpome gepx-
Heit).

Ilpuem sucmodeeuba 6 doze 150 me 6vin npodoadiceH.
Konmpoawnotit ocmomp 6 mapme 2020 2oda. Ilpu ocmompe
ONyXonb 6 2AA3HUYHOL obaacmu He onpedeasemcsi, HOAHASA
Snumeausayus 00aacmu eAa3HuYbl, CoxXpansemcs degexm
MeduanvHoli cmenku opoumot 2 < 1 cm. Ilo dannvim [19T-KT
om 28.03.2020 onpedensiemcsi He0OHOPOOHASI MACKOMKAHHAS
30Ha 8 ne6oil opbume pasmepamu 36 x 27 x 28 MM, ¢ 8bi-
cokum nakonaenuem POII SUV, 13.0, 6e3 dugpgpeper-
YUPOBKU 21a3H020 A0A0KA, 2AA3008UAMENbHbIX MblLY,
€ 0CMeoAUMUHeCKUMU UBMEHEHUSMU CIEeHOK CamMoll opoumol
DA3AUMHOL CeneHy — YMeHbleHUue 00semMa OnyxXonu 6 cpag-
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HeHuu om ucxoonozo obsema no dannsim KT om 09.07.2019
Ha 82 % no RECIST 1.1.

B nacmosiwee epems 60abHOI npodondcaem npuem uc-
Mmodeeuba. U3 HexceramenvHbiX A64eHUll Y nayUeHma 6 me-
yeHue 3 Hed npuema npenapama HabAOAN0CH CHUNCEHUE
annemuma. Co c108 nayuenma, annemum 80CCMaHo8UACS
yepes 4 mec nocae Hauana npuema npenapama. Hapywenuii
nokazameaneil 06ujeeo U OUOXUMUHECKO2O AHAAU3A KPOBU
3a nepuod npuema npenapama He 8bis8AeHo.

3aknioyeHune

OCHOBHBIMM MeTOAaMU paauKanbHoro jJeueHuss BKPK
SIBJISIIOTCSI XUPYPTUYECKUIA U JTy4EeBOM, OJHAKO IIPU MUC-
YeprnaHUU UX BO3MOXHOCTEN MM HAJIMUYUHU ITPOTUBOIIO-
Ka3aHUU MPUMEHEHNE MHITMOUMTOPOB CUTHAJBHOTO ITyTH
Hedgehog MoxeT paccMaTpuBaThCsl KaK METOJ BhIOOpa
Teparnuu MecTHo-pacrnpoctpaHeHHoro bKPK, tak kak 6ma-
TONPUSATHO BJIMSIET Ha IPOTHO3 M KAYeCTBO XXU3HU Tallu-
€HTOB.
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