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O630p COBPEMEHHBIX METOAUK U AaHAAU3 PE3YABTATUBHOCTHU
AEYEeHUA MMAIIMEHTOB C Ao6p0KanCTBeHHofI XPOHHUYECKOI CEMEUMHOU
ITy3BIPYATKOU I y}Kepo—XeﬁAH—XeﬁAH

© M.b. Opoxaunna®, C.B. KowkuH

KnpoBCKuit rocyapcTBeHHbIN MeANLMHCKIA yHIuBepeuTeT, Kupos, Poccua

Hob6pokayecTBeHHasa XpoHM4eckasa cemeriHas ny3bipyatka lNyxepo—Xennn—Xennum (OCI) —

penkuin ayTOCOMHO-AOMWHAHTHLIA reHoAepMaTto3, 06yCNoBIEHHbI MyTaumamm reHa ATP2C1,
OTBETCTBEHHOIro 3a PyHKLMIO Kanbunin-zaBnucumblx ATdas, perynmpyroLmx cekBecTpaunio Kanbumus
B annapate lonbaxwu. B cTatbe npegcraBneH 0630p COBPEMEHHbLIX METOAOB Nle4YeHUs pasfinyHbIMU
rpynnamu nekapCTBEHHbIX CPEACTB, BK/OYas npenaparbl A1 MECTHOMO fie4eHns (Tonmyeckme
rIFOKOKOPTUKOCTEPOMAbI, KanbLUUNOTPMOI, KOMOBMHUPOBaAHHbIE NTEKapCTBEHHbIE NpenapaTbl), CUCTEMHbIE
npenaparbl (FIOKOKOPTUKOCTEPOUAbI, aNPEMUNACT), UHBEKLMOHHbIE METOAMKN (BHYTPUKOXHOE
BBeAeHMNe 60TYNOTOKCUHA), MPMMEHSEMbIE B HACTOsILLee BPEMSI.

C y4eToM OTCYTCTBUSA KNMHMYECKMX peKkomMeHAaumi no nedvexmto naumeHTtos ¢ ACI uenb Hawiero
uccrnefgoBaHus — oueHUTb 3 MEKTUBHOCTL paga MeTOOUK NleYeHUs], ONMcaHHbIX B NnTeparype.

B HabnogarensHoe nccnegosaHue 66110 BKITOYEHO 4 rnaumeHTa ¢ BepuduumpoBaHHON KMMHUYECKU
n ructonorudeckun ACI1, onvcaHbl pe3ynsratbl Tepanum ¢ UCNob30BaHMEM METOOMK C MPYMEHEHNEM
BHYTPUKOXHOIO BBEAEHMA 60TYNOTOKCMHA A (Y 3 nauneHToB) 1 nepopanbHOro NpuMeHeHus
TabneTupoBaHHoOro anpemunacta (y 1 naunenTa). NpencraBneHbl pe3ynsratbl HAbMOOEHNIA

3a naumeHTtamm ¢ CI n hoTOAOKYMEHTUPOBAHME.

OCI — pefknin gepmaTos, onucaHue MeTOAMK Tepanum KOTOporo B pasnuyHbiX Ny6nnkaumnsax
cKygHoe. Heo6xoanmbl KpyrnHoMmacLuTabHble paHOoOMU3UPOBaHHbIE UCCefoBaHUA ANng onpegeneHns
CpaBHUTENBLHON 3P(PEKTUBHOCTU U 6€30MaCHOCTU pa3fINYHLIX NleKapCTBEHHbIX NpenapaTos

n unsnoTepaneBTUHECKUX METOAVK O NNeYeHns AaHHoro 3abonesaHus. NpeacTaBneHHbIN B cTaTbe
Martepuan NoMoXeT MPakTUKYILLMM Bpayam NpensioxXunTs naumMeHTaMm BO3MOXHbLIE MeTobl Tepanuu
OCTIT 1 yyecTb ONbIT KONNET.

Knto4eBble CNOBA: po6pokayecTeeHHas XpoOHUYecKas cemeiiHas nysbipuaTtka MNyxepo-Xennu-Xennu;
FMIOKOKOPTUKOCTEPOUALI; HANTPEKCOH; anpemMunacT; 60TYNnOTOKCUH

KOHMNUKT MHTEPECOB: aBTOPbI AeKNapupytoT OTCYTCTBME SBHbIX U MOTEHUMaNbHbIX KOH(DIIMKTOB MHTEPECOB,
CBfi3aHHbIX C Ny6nnkaumen HacTosiLLen cTaTbi.

NCTOYHMK (pl/IHaHCVIpOBaHVIFl: pa60Ta noarotoBJieHa U OI'Iy6J'II/IKOBaHa Ha NMM4Hble CpencTtea aBTOPCKOIro
KOJ1neKTmnBa.

Cornacve nauMeHTOB: nauneHTbl JO6POBOJILHO NOANUCany MHPOPMUPOBAHHOE corfiacue Ha Ny6amKaLuuio
nepcoHanbHOM MeAULNHCKON MHopMaLunmn B 06e3nmyeHHon hopMe B XypHarne «BecTHuk gepmaronormm
N BEHEepOosornm».

IOnsa untnpoBanms: OpoxauHa M.B., KowkunH C.B. O630p coBpeMeHHbIX METOAMK M aHaNN3 peaysibTaTMBHOCTU
NleYeHns NaumneHToB ¢ OOPOKAYECTBEHHOM CEMENHOM ny3bipyaTkon MNyxepo—Xennu—Xennu. BectHuk
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Review of modern techniques and analysis
of patient outcomes with benign familial pemphigus
Gougereau—Haley—Haley

© Marianna B. Drozhdina*, Sergey V. Koshkin

Kirov State Medical University, Kirov, Russia

Benign familial pemphigus (BFP) Gougereau—Haley—Haley is a rare autosomal dominant genodermatosis
caused by mutations of the ATP2C1 gene responsible for the function of calcium-dependent ATPases
regulating calcium sequestration in the Golgi apparatus. The article provides an overview of modern
methods of treatment of various groups of drugs, including drugs for topical treatment (topical
glucocorticosteroids, calcipotriol, combined drugs), systemic drugs (glucocorticosteroids, apremilast),
injection techniques (intradermal administration of botulinum toxin) currently used.

Taking into account the lack of clinical recommendations for the treatment of patients with benign familial
pemphigus, to evaluate the effectiveness of treatment methods described in modern publications.

The observational study included 4 patients with clinically and histologically verified benign familial
pemphigus, and described the results of therapy using techniques using intradermal administration of
botulinum toxin A (3 patients) and apremilast (1 patient). The results of observations of patients with BFP
and photo documentation are presented.

BFP is a rare dermatosis, the description of treatment methods for which is scarce in various publications,
large-scale randomized studies are needed to determine the comparative effectiveness and safety of
various drugs and physiotherapy techniques for the treatment of this disease. The material presented in
the article will help practitioners to offer patients possible methods of BFP therapy and take into account
the experience of colleagues.
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Conflict of interest: the authors declare the absence of obvious and potential conflicts of interest related to the
publication of this article.

Funding source: the manuscript has been prepared and is planned for publication at the expense of the personall
funds of the author’s team.

Patient consent: patients voluntarily signed an informed consent to the publication of personal medical information in
an impersonal form in the journal “Vestnik Dermatologii i Venerologii”.

For citation: Drozhdina MB, Koshkin SV. Review of modern techniques and analysis of patient outcomes with benign
familial pemphigus Gougereau—Haley—Haley. Vestnik Dermatologii i Venerologii. 2024;100(6):70—80.

doi: https://doi.org/10.25208/vdv16783
B BecTHuK gepmartonorumn n seHeponorun. 2024;100(6):70-80

B Vestnik Dermatologii i Venerologii. 2024;100(6):70—-80 Vol. 100, Iss.6, 2024



https://creativecommons.org/licenses/by-nc-nd/4.0/
https://doi.org/10.25208/vdv16783
https://doi.org/10.25208/vdv16783

72\

M Beepenve

[o6pokayecTBeHHass XpoHW4ecKass ceMenHasa nysbip-
yaTka lNyxepo—Xennn—Xennu (OCI1) npegcraenser cobomn
ayTOCOMHO-AOMWHAHTHbIA reHoAepMaTtos C NOSTHOW neHe-
TPaHTHOCTLIO M BapuaberibHOM 3KCMPECCBHOCTLIO cpeaun
Nnopa)KeHHbIX 4neHoB cembu. MpumepHo B 1/3 anarHo3os
OCI1 ceMenHbIn aHamMHe3 OTCYTCTBYET. JTu criyqam oby-
CNOBMEHbI MO0 CNOPaANYECKNMM FEHETUHECKUMU MyTaun-
AMW, NGO HEAMArHOCTUPOBAHHbLIMW NErkumn 3aboneBaHn-
AMK gpyrux 4neHos cembm [1-3]. MyTtauum B rene ATP2C1
(ATP2C1; OMIM 604384), nokanu3osaHHoM B 3021—q24,
kogupytoT nsogopmy 1 Ca/Mn?+-ATdasbl CEKPETOPHOIO
nytn 4denoseka (hSPCA1) B annapate lonbaxw, oTBeT-
ctBeHHyto 3a OCI1 [4, 5]. OCI xapaktepuayetcs eHo-
TUNMYECKOA WM3MEHYMBOCTBIO, YTO MO3BOMSET Npennosno-
XUTb, 4TO PaKTOPbl OKPY>XaloLlen cpedbl U reHeTu4eckas
npegpacronoXeHHOCTb MOryT BAWATb Ha KIMHU4YEcKoe
nposiBneHve 3toro 3abonesaHus [6]. Mpsamas koppensaums
reHotuna/cpeHoTuna (Bo3pacT Hadana, THXeCTb, Nporpec-
CMpOBaHWe naTofiorM4ecKkoro mnpoLecca) noka He omnpe-
geneHa. OpHako HekoTopble crneuuduyeckue myTaumm
KOPPEenupyoT € MNOpPakeHMeM aHoreHuTanbHOW obnactu
mnun 6onee nerkummn cpeHotTunamm [7, 8J.

JnuaemMmnonorus U KNUHUYECKUe NposiBNeHNs

My>X4MHbI 1M XKEHLMHLI 60MeloT OAMHAKOBO 4acTo.
Tpurrepamu 060CTPEHUI BbICTYNAOT rMneprngpos, ynsrpa-
dunonetToBoe 06ny4YeHWe, TpaBmaTu3auus, BO3AeNCTBUE
Tenna. CpedHAs NPOAOMKUTENBHOCTb XWU3HU HE OTnn4a-
eTcs OT 06bl4HOM nonynauun. KnuHnveckme nposiBneHuns
OCTI1 xapakTepuaytoTcs 06pa3oBaHNEM Ny3bIPen U 3pO3WH,
4acTo CNMBAIOLLMXCA B MOKHYLLUME N MOKPbITble 60po3aya-
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TOM KOpKoM 6mswKkn. U3nobneHHble MecTa nokanuaauum,
Kak rnpasuso, CAMMETPUYHbIX BbICbINaHUA — UHTEPTPUrn-
HO3Hble 30Hbl: NOAMbILLEYHbIE BNaguHbl, NaxoBo-6eapeH-
Hble 1 nHpamMamMmapHble cKnagku. Hepeako BbICbiNnaHWUs
NOSIBNSAIOTCA Ha KOXe B 06nacTu Lien, nyrnoYyHon cknapg-
KM N Opyrux OTKpbITbIX y4acTkax Tena (puc. 1). TunuyeH
Onsa 3Toro 3aboneBaHns CUMMTOM «MO3rOBbIX U3BUSUH»,
NPOSBNSAOLLMIACA BO3HUKHOBEHNEM LLIEPOXOBaThbIX, 60p0o3a-
YaTblX, UCNELLPEHHbIX BNaguHamn v TpeLimHamu 6nsiiex
B TUMWYHbIX floKanuaaumsx. N3 cy6bekTMBHOM cuMnToma-
TUKM OTMeYaroTcst 60sb U 3y[, Pe3KUIN, HENPUATHLIA 3anax
1 obLlee yxydLleHne KayecTsa XU3HU NaunmeHToB.

Jleyenune

OCI vMeeT TeHOEHUMIO K XpPOHU3auuyM nartonoruye-
CKOro npouecca 1 TpyaHO nogaaeTcs neyeHuto. TedeHune
3aboneBaHua XapakTepuayeTcs 4acTbiMW peumamsamu
VNN HEMNPEPbLIBHO-PELUaNBUPYIOLLIMM Npoueccom. OTMmeva-
€TCS NOBbILLEHHbIA PUCK hOPMUPOBAHMSA MITOCKOKIIETOYHO-
ro paka koxw (puc. 2) [9, 10].

TpaguumoHHo nevenve [OCI1 BkMOYaET CUCTEMHbIE
M TOMMYECKME aHTUOMOTUKU, CUCTEMHbIE M TOMMYEecKme
FMIOKOKOPTUKOCTEPOUabl,  LIMKNOCNOPWUH,  MeToTpekcar
M OancoH AN nauuMeHTOB C TOpnuAHbIM K MPOBOAVMOWN
Tepanuu 3aboneBaHueM. K coxaneHuio, faxe cepbesHas
CcCUCTeMHas Tepanus, Kak npaBuno, He obecne4vvsaeTt onu-
TesbHYI0 pemuccuio y 60nblUMHCTBA nauuenTos [1, 11].

HapyxHas Tepanus

Mwukpo6Has KonoHusauns 1 npucoeanHeHne BTopuY-
HOW MHbekLmn — BaxHble mogudmumpyowme ACI dak-
TOPbI, N MO3TOMY MECTHble aHTUBUOTUKN U aHTUCENTUKN

Puc. 1. Knuundeckue nposneus npi [1CT1: cMATOM «MO3TOBbIX M3BUANH» B MH(PaMamMMapHoii 06macTi (a); nopaxeHue B 06nacTy akcunnApHbIX (6) 1 NaxoBo-6PEHHbIX (B)

CKNAA0K; rMafIkoil KOXK CrHbI (1), 0KONONYMOYHOA CKNaaKm (4) v wew (e)

Fig. 1. Clinical manifestations in BFP: a symptom of “cerebral gyri” in the inframammary region (a); lesion in the axillary (6) and inguinal-femoral (8) folds; smooth skin of the back

(r), umbilical fold (z) and neck (e)

T. 100, Ne 6, 2024

BecTHuk pepmaronorum n seHeponoruun. 2024;100(6):70-80 M
Vestnik Dermatologii i Venerologii. 2024;100(6):70-80 ™



B MOMOLLb MPAKTUHECKOMY BPAYY / GUIDELINES FOR PRACTITIONERS

Puc. 2. [nockokneTouHbI pak KX MonoBoro Ynexa y nauventa ¢ G
Fig. 2. Squamous cell carcinoma of the skin of the penis in a patient with BFP

AIBNAIOTCA OCHOBOW neveHus [11]. NauneHTam pekoMeHay-
€TCSl HOLLIeHME Nerkon ogexabl Ans yMeHbLIeHUs NoTooT-
JeneHus U TpeHust, 4HacToe MbITbe «U3NH0BMEHHbIX» MECT
nokanuaaunm NPpOTUBOMUKPOOHBIMU OHMLLIAIOLLMMK cpe-
cTBaMu Onsa npefoTepaLleHs MUKPOOHON KOMOHU3aL M.
Mo paHHbIM A. Chiaravalloti n coasT. (2014) n T. Helm
1 coasT. (2015), npu nerkmx popmax 3a6oneBaHnNs peKko-
MeHpyeTcs npuMmeHeHue 1% NocboHa UM Kpema C KuH-
JamuuuHoMm, 0,1% Kpema ¢ reHTamuumMHOM unm 2% Kpe-
Ma mMynupouuHa 2—4 pasa/feHb B Te4eHune 2—4 Hepenb,
npomMbiBaHne 4% pacTBOPOM XNOprekcuanHa rniokoHarta
B KayecTBe gononHeHus. Npu nerkon popme 3abonesa-
HUA C FPUOKOBOW KOMOHU3aUMen pekoMeHOOoBaHO HaHO-
CUTb 2% KpeM KeTOKoHasona AgBaxbl B AeHb B Te4eHue
2—-4 Hepensb [11, 12].

Tonuyeckue rnoKOKOPTUKOCTEPOUbI HACTO UCMOMb3Y-
I0TCA B COMETaHUU C aHTUMUKPOOHBLIMU N MPOTUBOrPUGKO-
BbIMW CpefcTBaMuM MECTHOro gencteus. Kak npasuno, ux
cnegyet NPUMEHATb KOPOTKUMMU Kypcamu C y4eToMm npe-
BanuMpyoLlen nokanusaumm B 061acTh KOXHbIX CKagok
M aHoreHuTanbHOM 30HbI. Micnonb3yeTcs Tak Ha3blBaemas
step-down-tepanus: B TedeHne 7—10 gHel naymeHTbl Npu-
MEHSIIOT CTepouabl C YMEPEHHOW WU BbICOKOW aKTUBHO-
CTblO B COYETAHUU C aHTUGaKTepuasnbHbIMU U PyHrMUMA-
HbIMW cpefAcTBaMn ABaxAdbl B AeHb. [danee nepexogar
Ha 1cnonb3oBaHue cnabblx CTEPONOOB MECTHOIO OENCTBUS
WU UHFMOUTOPOB KanbUNHEBPUHA, 3P(PEKTUBHOCTL KOTOPbLIX
nokasanu C. Sand u coaeT. n F. Rocha Paris 1 coaBrT. [13,
14]. daHHaa cxema neyeHns ycneLwuHo npuMeHeHa 1 onuca-
Ha S. [keda n T. Helm u coarrt. [12, 15].

MecCTHble MHIMOUTOPLI KanbUMHEBPUHA HA3HaYaKTCs
C Uenbio ONUTENbHOro 1 6e30MnacHoOro KOHTposs Hag BOC-
nanuTenbHbLIM NpoueccoM. B oTnnume oT KOpPTUKOCTEPOU-
OOB, OHU He GNIOKUPYIOT CUHTE3 KomnareHa U He npuBogsaT
K aTpomm KOXMN. VIX MOXXHO HAHOCUTb Ha YyBCTBUTENbHbIE
Y4aCTKM KOXW (NMMLO, BEKM, LIE) U B 0651acTu CKNagok.
MecTHoe npumeHeHue 0,1% Masu Takponumyca OBax<abl
B CYTKM U3y4anocb B HECKOMbKUX paboTax, no AaHHbIM
uccrnegosaTtenen paspelleHve nopaxKeHnss o6bIMHO Mpo-
UCXOOUNo Yepe3 2 Hedenu C MOMEHTa Hadana nevyeHus
[15, 16]. OgHaKko MMetoTCsl COOOLLUEHUS U O He#oCTaTo4-
HOM adpdhekTe Npu NPUMEHEHUN MECTHOW Tepanuu Takpo-
numycom. B ceoem nccnegosanum C. Pagliarello n coasr.
OTMETUNN, YTO Yy OAHOIO N TOro Xe MnauueHTa obpaboTka
OBaxAbl B AeHb B TeyeHue 3 MecsLeB NopaXeHHbIX yyacT-
KOB KOXW B 06MacTv noAmbllLIeYHbIX BNaguH nNacTon, Co-
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aepxatlen okeng umHka 50%, ¢ 0gHOW CTOPOHbI, N Ma3blo,
cogepxatlen Takponumyc 0,1%, B koMGMHaUUKN C NacToMu,
cogepxatlen okeng unHka 50%, ¢ Apyron CTOPOHbI, Npu-
Befla K HaubombLUeMy MONOXUTENBHOMY  KITMHUYECKOMY
3(pdheKTy OT MUCMONBL30BaHUA TOMLKO NacTbl, cofepxallen
okcup UuHKa. 9TO MO3BOMWMIIO aBTopam cAenartb BbiBOf,
YTO MacTa u3 okcuaa LimHKa cama no cebe MoxXeT 6bITb 6e3-
onacHbIM, 3(PPEKTUBHBIM N Hedoporum nedeHvem [17].
Psp aBTopos, Bkntoyas E. Laffitte, R.G. Panizzon, pekomeH-
OYIOT OCTOPOXHbIA MOAXOM K TaKpOonuMycy, Tak Kak peru-
CcTpupoBasnu o60CTpeHne naTonornyeckoro rnpouecca [18].
Haw MHOroneTHWi onbIT rOBOPUT O TOM, YTO NPUMEHEHWE
MecTHoro nedenHuns 0,1% Ma3sbio Takponumyca Lenecoo6-
pasHo TOMbKO ANA NAUMEHTOB B NepUod peMUccum ang nog-
JepXXaHns MPOAOMKUTENBHOrO MeXpPeLMAMBHOMO nepuoaa.

Kanbumnotpuon (1,25-gurugpokcvsutamud D,), aens-
AICb FOPMOHAsIbHO aKTMBHLIM MeTabonMTom BuTammHa D,
MOXeT BO3[leNCTBOBaTL Ha ANdepeHLMPOBKY KepaTUHo-
LMTOB 3a CYET CBOEN perynsaumm kansuus. VMimerotca coob-
LLleHNs1 O BbICOKOM 9OEKTUBHOCTU MECTHOIO NPUMEHEHUSs
KanbuunoTpuona Asaxabl B A€Hb C MOSHbIM UCHE3HOBEHW-
€M MOopaXKeHMWI B MAax0BbIX U MOAMbILLEYHbIX 06/1aCTAX B Te-
YeHue MecsLa ¢ nocnegyoLLen peMmMccuen Ha NPOTSXXEHUU
3 mecsaues [19-22]. Haw onbIT npyMeHeHus npenapaTos
Ha OCHOBE KanbUMMOTpMona MoKa3blBAET BbIPa>KEeHHbIN
pasgpaxarLwmii adpgeKT npu UxX NPUMEHEHUN B MepuUof
o6ocTpeHns [CI 1 cBA3aHHYIO C 3TUM HU3KYIO KOMMNIaeHT-
HOCTb, MNOSTOMY Mbl CYUTAEM LIeNecoo6pasHbIM NPUMEHATb
kansuunotpuon npu OCI B nepuop HEMOSHOM pemmnccun
VN B MEXPELUNOMBHBIN Neprog, Ans NpoSIOHrMpoBaHns ad-
bekTa npenbigyLllen Tepanuu U3 MNepevUCiiEHHbIX BbilLe
npenapaTos.

WHbekynoHHas MecTHas Tepanus u CUCTeMHas Tepanus

MHbekunm 60TYNOTOKCMHA UCTIONBL3YIOTCA A5 NIeYeHUs
OCI1. benok 60TYyNMHUYECKOro TOKCMHA Tuna A Bbi3blBaeT
xemopeHepsaumio, 61OKUpPYsi BbICBOOOXAEHNE aLEeTUIIXo-
JIMHa U3 HepBHbIX OKoH4aHui. Mpu OCI ero MOXHO uc-
nosnb30BaThb B Ka4ecTBe afbloBaHTHOM Tepanuu. MNpepnara-
€eMblii MexaHnU3M OenCTBUS 3aKrovaeTcs B 6510KMpoBaHum
XOSIMHEPrn4ecKoro CTUMyna B MOCTraHrMMOHapHOM CUM-
NaTM4eCKOM OKOHYaHUW. DTO MPUBOAMT K YMEHbLLEHWIO
ceKkpeunn noTta 3KKPUHHLIMU MOTOBLIMU Xenesamu [23,
24]. YMeHblUeHWe noTtooTaeneHus obecnevmBaeT 3aluTy
OT KOMOHM3aLUM MUKpoopraHuamamv u nocrenyoLero
o060CTpeHus 6onesHn. MimetoTea coobLueHms o cnydasx go-
CTVXKEHUS1 MOMHOM UM 4YacTUYHON pemMuccumn nocrne npu-
MeHeHus 50 E[] 60TynoToKCMHA B KaXayt0 NOOMbILLEYHYIO
BMaguHy ofHoKpaTHo [23].

MNpvMeHeHVe HaMn [AaHHOW MEeToAMKM (OJHOKpaTHoe
BHYTPUKOXHOe BBefeHWe 50 E[l 60TynotokcuHa B Kax-
Oylo NOAMbILLEYHYO BnaguHy) y psaa nauneHToB He Jano
oXupaemblx pesynsrtaToB. Tak, nof Hawmnm HabnogeHem
Haxoaunock 3 nauueHTa ¢ anarHosom OCI1, ¢ nokanusauu-
en npouecca B NoAMbILLEYHbIX BNaamMHax, CpeaHeTsKenomn
CTENEeHMU TXKECTUN: 2 MyX4nH 1 1 xeHwmHa. Ctax 3ab6onesa-
HUA — oT 7 o 19 net. CTeneHb TAXeCTW NaToNorn4eckoro
npouecca — cpefHeTsaXenas, y BCex nauneHToB Habnoaa-
NMCb TOPNWAHOCTL K paHee MpPoBOAMMOWN TepanuuM MecT-
HbIMU W CUCTEMHbIMU MpernapatamMu, HernpepbIBHO peuu-
AvsupyoLumi npouecc. MauneHtam ofgHOKpaTHO BBOAMNCA
60TYyNoToKCUH rno 50 E[l BHYTPUKOXHO B KaxAayto MOAaMbI-
LeYyHyto BnaauHy. PesyneraT oueHuBancs Yepes 1 mecsy,
nocne nposefeHHon Tepanuu. Bce naumeHTbl NpoaemoH-
CTpupoBann pacrnpocTpaHeHne naTonorMyeckoro npouec-
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ca Ha paHee HenopaxeHHble, pacnonararolmecs psaom
y4acTKu KOXMU, 6€3 3Ha4YMMOoro ynydlleHus B rnepsBoHa-
YarbHOW 30He nopaxeHws. Hn oguH 13 AaHHbIX nauueH-
TOB HE U3bLABWI XeNnaHusa NPoBECTWN MOBTOPHYIO npoueny-
py UCMOfb30BaHUA GOTYNOTOKCMHA. OTO MO3BOMMIO HaMm
chenatb BbiBOf, 06 OTCYTCTBUM adpdheKkTa OT NpoBOAUMON
Tepanun 50 E[l 60TyNOTOKCUMHA B OOHY aHaTOMWYECKYHO
o6nacTb Y NMaunmeHToB CO CpefHETSXENbIM TeHeHneM nnéo
Heo6XoAMMOCTU YBENMYEHUs [O3bl BBOAUMOIO npernapara.
C HaLuen TOYKM 3peHust, NPV BHYTPUKOXHbBIX MHBEKLMNAX 60-
TYNOTOKCMHA B o4aru natonornyeckoro npowecca Hepeako
opmupyeTcs napafgokcanbHbIn 3GEKT: NP COMHUTENb-
HOM yny4LLeHUM B o4arax naToniorMyecknii npoLecc Hauum-
HaeT pacnpoCcTpaHATLCA Ha paHee HernopaXKeHHbIe YHacTKu
pacnonararoLmxca pAaoM KOXHbIX MOKpoBoB. 1o Hallemy
MHEHWIO, MPUMEHEHNE UHBbeKUMI 60TynoTokcmHa npu OCI1
Lienecoo6pasHo NpoBOAUTL B Cry4Yae ferkon cTeneHu Ts-
XEeCTW NaTonorn4eckKoro npowecca n Ha HebonbLUNX y4acT-
kax nopaxenus. OguH 13 Kencos NPoOBeLEHHOro ncceno-
BaHWA NpefcTasreH Ha puc. 3.

B cny4asx, TopnvaHbIX K MPOBOAUMOWN HapyXHOW Te-
panuu, Mcnonb3ylTcA CUCTeMHble npenapartbl. Wmeetca
OMbIT UHOCTPAHHbLIX N POCCUNCKUX aBTOPOB, MPUMEHSABLLNX
JokenumknuH [3, 20], asutpomuumH [11, 21], meToTpekcar
[12, 22], rntokokopTUKOCTEpPOMAHbIE FopMOHbI [11, 22]. [aH-
Hble MEeTOAMKMU, UCMOSb30BaBLLMECS paHee, He fanu cTa-
6UNBHOM pPe3ynsTaTUBHOCTU U MPOOOIKUTENIbHON peMUC-
CUN, UMEIOT HEMarno NoB60YHbIX IPPEKTOB N B HACTOsILLIEE
BpeMs MPUMEHSAIOTCA He TaK 4acTo.

CoBpemeHHbie pekomeHaaumm no Tepanvm OCI1, npeg-
CTaBfieHHble B Tabn. 1, cMctemaTusaMpoBaHbl Ha OCHOBE
NMPUHUMMNOB JoKa3aTeNbHON MeanLUHbI.

[okasaTenbHas 6as3a no npenaparamM, WCMNonb3ye-
MbIM g1 MecTHoro nedenuns OCI1, orpaHnyeHa ot4eTamm
0 cry4asx, CepusMn Cry4aeB M MHEHMEM 3KCNepToB [24].
Llens Tepanun — KOHTpoONMpoBaTh ycyryonsatoLume akro-
pbl U OrpaHn4YnBaTb MUKPOOHYIO KONOHMU3aLMio 1 Bocnarne-
Hue. OnucaHHble METOAMKWU, UCMOMb3yeMble PasfnyHbIMU
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asTopamu gns tonudeckon Tepanun OCI1, npeacTasneHbl
B Tab6n. 2.

MauneHTam, TOPNUAHLIM K MPOBOAMMON TOMUYECKOMN
Tepanuu, HasHadyaeTcs AOKCUMUMKAMH 100 Mr/cyT BHYTpb
He MeHee 3 MecsiLeB C MocrefyloWwmM paccCMOTPEHNEM
Borpoca O nogfepXusatoLler Tepanum MansiMv [o3amu
BO M36exaHune peungmea 3abonesaHus [30]. B 6onee 1a-
XesblX Ccryyasx, npu HernepeHoCUMOCTU [OOKCULMKNINHA
M NpY OTCYTCTBUN 3PpPeKTa OT HErO BO3MOXHO HasHa4eHve
MeToTpekcaTa, PeTMHOMAOB (M30TPETUHONHA UMW aumTpe-
TWHa) 1 aTpeTuHaTta. [laHHble METOAMKU NleYeHNs He noka-
3anu Bblpa)XXeHHOro cTonkoro addpekta [25, 31]. MNpumeHe-
HVMe MMMYHOCYMpPecCcaHTOB (MeToTpeKcaTa, LMKI0CnopmHa)
yMeHbLUaeT CMMNTOMbI BocnaneHus (60nb, OTeK, CKOBaH-
HOCTb), HO C TOYKWM 3PEHMs CTOMKOro TepaneBTUYEeCKOro
apcpekta crnopHo. HM ofgHO KpynHomMacLuTabHoe uccne-
JoBaHve He npepnaraeTt YeTKoro fokasaTesflbHOro nofxo-
Ja K MMMYHOCYnpeccuBHOW Tepanuu npu nedennn OCII.
[MockonbKy HebnaronpuaTHble NOCNEACTBUS MOryT ObITb
TSOXKENbIMU M MHOMAA Aaxe cMepTesSibHbIMU, Takne MeTofbl
nevYeHns JOMMKHbI MHULMMPOBATLCS OCTOPOXHO 1 B3BELLEH-
Ho [32-34]. D.J. Sire n coaBT., NpeAnoXmBLLNE NUCMOSb30-
BaTb NepopasibHO fancoH ansa nedvexuns ACI, nonyymnm xo-
poLunin ahheKT Ha Tpex naLueHTax, ogHako 3Ta MeToauka
He nosy4una LWMPOKOro pacnpoctpaHeHus [35].

CncTeMHO npUMeEHsieMble  TNIOKOKOPTUKOCTEPOUAEI,
Hanpumep NpenHU30JIoH, B CyTO4YHOM fo3e 0,5 Mr/kr macchl
Tena MoryT KOHTPONUPOBaThL 3aNn304bl TAXENoro o60cTpe-
HWSA NaToSIOrM4YeCcKoro rnpowecca B oTAesNbHbIX Cryyasx. Tem
He MeHee BepOoAITHOCTb peunamBoB Mocre NpoBefeHHOro
NleYeHns1 o4eHb BENnKa, a MHOro4YUCIIeHHbIe No60YHbIE 3d)-
PEKTbI CUCTEMHOW Tepanuu rioKOKOPTUKOCTEPOMAAMN Ha-
KnagblBaloT 3HaYUTEsNbHblE OrpaHWYeHus Ha npoBefeHne
JaHHoW Tepanuu [24].

Takxxe nmeroTcs CoobLLIEeHUs 06 NCMNOMb30BaHMN IMNKO-
nupponarta (tabneTnpoBaHHoM opmel) ansa nedvexHus OCI1
C Lenblo KOHTPOMNSA Hag noTooTAeneHueM. 3To npenapar
pacTUTeNbHOro NPOUCXOXAEHUA C aHTUXONUHEPTNYECKNM

a

0 B

Puc. 3. Maupent LLI., 42 rona, cTpapatowmit [ICM1 B Tevenmne 15 net. O4ar NopaxeHwst Ha KoXe akcunispHoil 061acTv cnpaea, Ao (a) 1 CnycTs Mecsi| Nocne BHYTPUKOXHOMO
BBezeHus 50 E[] 6oTynotokcuHa (6). OTMe4aeTcs pacnpocTpaHeHue Natonorinieckoro NpoLecca Ha PaHee HeMopaXeHHY'0 KOXy B 06/1aCTv rpyan cnpaga (8)

Fig. 3. Patient Sh., 42 years old, suffering from benign chronic BFP for 15 years. The lesion is on the skin of the axillary region on the right, before (a) and a month after intrader-
mal administration of 50 units of botulinum toxin (6). The spread of the pathological process to previously unaffected skin in the chest area on the right is noted ()

T. 100, Ne 6, 2024
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Tabnuua 1. MpuHuunsl Tepanui 1CM no H. Arora u coagT. [24]
Table 1. Principles of therapy of benign BFP to H. Arora and co-authors [24]
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WNHaMBMaYyanu3npoBanHasa KOMGMHMPOBaHHas Tepanus

YpoBeHb 0Ka3aTenbHOCTH

Tonuyeckue cTepouabl, OcTpas thasa

Kno6etazon

A, 1l

VHTNONTOPbI KanbLWHEBPUHA MoaaepXuBaioLLas Tepanis

Takponumyc

A, 1l

HononuntensHo

lepBas NUHMA: MECTHOE NleYeHune

Knunpamnunt
[eHTamMnLnH
Mynupounx
KeTokoHason

A, 1l

AHTUONOTUKK

[loOKCULMKNNH

IA, 11

BTopas nuHna: cuctemHas

[lancoH
IpUTPOMMLMH
[TeHuuunAnH

Vcceyverne

lIA, 1lI

boTynoTokcuH A

IIA, 11

TopnuUAHOCTb K MPOBOANMON Tepanuu

[epmabpasus
JlazepoTepanus
Y3KonosioCHOe ynbTpadononeToBoe 0651y4eHune

OT6enuBaHne u XN0preKCMAnMHOBbIE BaHHbI

[lneta, CHUXeHne Beca

061wne MeponpusTus

CBo6ofHas oaexaa

bopb6a ¢ runepruapo3om

< < < | <

1136eratb npe6bIBaHNA B XAPKOM U BNAXXHOM
Knumare

apdhekToM. B oTnMUME OT XMMMYECKMX aHanoros npena-
paTt MMeeT KOPOTKUI nepuop NonyBbIBEAEHUA U, KaK cnef-
CTBME, OKasblBaeT MeHbLUee BMUSHME Ha LEeHTpanbHylo
HepBHYyIo cuctemy [36].

Ony6nukoBaHbl pe3ynsrathl ycnewwHon tepanum ACI
HU3KUMKW [03aMU HanTpekcoHa (TabneTmpoBaHHOW dop-
Mbl), KOHKYPEHTHOI0 aHTaroH1CTa ONMOMAHBIX PELLENTOPOB.
HanTpekcoH ycTpaHseT LeHTpanbHoe u nepudepunyeckoe
JencTBMe OnMouAoB, B TOM YMUCIe 3HOOMEHHbIX 3HAOP-
ouHOB. MNpUMeHseMbI B HU3KMX [o3ax npenapar npope-
MOHCTPVPOBas BbICOKYIO 3(PMEKTUBHOCTL U yny4lleHue
COCTOSIHUS MPU HECKONbKUX PasfivyHbIX BOCNanUTENbHbIX
3abonesaHusXx, BKo4as pubpommnanruio, 6onesHs KpoHa,
pernoHarsbHbIn 601€BOV CUHAPOM, XPOHUYECKUI 3y[, U pac-
cesiHHbIV cknepo3s [37]. B Huakmx pgosax (ot 1,5 no 4,5 mr)
HanTPEKCOH NPosBNAET napafoKcarnbHble CBONCTBA, BKIIO-
Yyasi NpoTMBOBOCNANUTENLHOE U o6e3bonuearoLlee. MNpen-
nonaraeTcsl, 4YTo, AENCTBYS Kak aHTaroHWCT, HanTPeKCOH,
Ha3Ha4YeHHbI B HU3KUX [03ax, NPOABMAET YaCTUYHYIO
6nokagy Y-onuonaHbIX peLenTopoB, Bbi3biBasg CUCTEMHBIN
aHanbretTu4eckui 3dpekT. ST onvougHble peuenTopbl
NPUCYTCTBYIOT B KepaTUHoLMTax U y4acTBYIOT B npouec-
ce pereHepauun. MoXHO MNpeanonoXuTb, 4TO AencTeue
Ha P-OnuovaHble peuenTopbl KepaTUHOUMTOB B 6asalb-
HOM cfioe anuaepmMuca BbI3bIBAET YCUMEHUEe KIEeTOYHOW
agresum N 3axuBreHue KOXHbIX rnopaxeHuin, Habnwopa-
embix y nauymentoB ¢ OCI. Mo gaHHeim O. Ibrahim u co-
aBT. (2017), nocne 4 mecsaues Tepanun y 90% naumeHToB
HabnofaeTcs nosiHoe paspeLleHne naTonorn4eckoro npo-
uecca [38]. B Poccuinckon ®defepaumm HanTpekcoH Bbiny-

B BecTHuK gepmatonoruun un seHeponorun. 2024;100(6):70-80
B Vestnik Dermatologii i Venerologii. 2024;100(6):70—-80

cKaeTcsl ToNbKo B fo3e 50 Mr, B CBA3KM € YeM anpobmpoBaTb
ero agpcpekTnBHOCTL Yy naumeHToB ¢ OCI1 ¢ ncnons3oBaHu-
€M ManbIX [03 B HAaCTOALMA MOMEHT He npefcTaBnsaeTcs
BO3MOXHbIM.

Takxe coobuiaetca 06 uccnegoBaHUn 3PPEKTUBHO-
CTV Npenapara anpemunacT gng nedenns ACIMy 3 XeHLwmH
1 1 MY>X4MHbI, NPOLUEALIMX NeYeHne U HabniogaBLUMXCS
B TeyeHne 6—10 mecsaues. NMopaxeHnsa 3aTparnsanu nog-
MblLLIEYHbIE o6nacTu (75%), cybmammapHble (75%), naxo-
Bble (100%) cknagku, a Takxe 06nact CnuHbl 1 weu (50%).
Bce naumeHTbl coobLmMnmn 06 yny4yLleHnM CUMNTOMOB Cny-
cTa 1 Mecsay oT Hayana Tepanuu anpemunactom rno 30 mr
OBaxibl B CyTKW. Hepe3 6 MecaueB y naumveHToB oTMeYa-
NOCb Yrny“LUIEeHNe CO CTOPOHbI NMOPaXKEHHbIX Y4aCTKOB KOXM
OT YMEPEHHOro A0 MOYTU UCHE3HYBLLEro naTonorn4eckoro
npouecca. OgHako y 2 naumeHToB 4epe3 6—10 mecsaues
neyvyeHuns pasBuMnnCcb 060CTPEHNS, N OHU NpeKpaTunu Tepa-
nuio anpemmnnactoM. Y ofjHoOM 13 naumMeHToK pa3Busics pac-
NpOCTPaHEeHHbI peunane 3abonesaHus Yepes 1 mecsy, no-
Cre OKOHYaHus NonyrofoBov Tepanun, U anpemMunacT 6bin
Ha3Ha4eH NoBTOPHO, YTO NPUBESIO K HACTUYHOMY KOHTPOSO
Hapf 3ab6onesaHveM [39]. Hamu 66110 NnpoBegeHo neveHve
nauneHTkn 32 net ¢ gnarHosom [CI1, ¢ aHamMHe30M 3a60-
neBaHus B TeveHne 8 neT, C NnopaxeHnem noambILLeYHbIX
BMagviH, NIeBON UHpamMamMmapHOn cknagku, sepxHen 1/3
nepegHen O6pIOWHON CcTeHKW. [1o Havana uccrnegoBaHus
nauuMeHTKa nony4yana feyeHne MHOroKpaTHbIMW Kypcamu
TOMMYECKO KOMOWHMPOBAHHOW Tepanuu (ritOKOKOPTUKO-
cTepongamu, aHTMBMOTUKaMKU, PYHIMUMAOHBIMX CPeacTBa-
MW MECTHOIO AeNCTBUS), CUCTEMHBIMU aHTUBMOTMKaMM (Te-

Vol. 100, Iss. 6, 2024
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Tabnuua 2. Metogbl Tonuyeckoit Tepanun [CI1 [24]
Table 2. Methods of topical therapy of BFP [24]
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Mpenapat

MeToauka npumMeHeHus

ABTOpBI

MecTHble cTeponabl: HCMOMb3YHOTCA NPH OCTPbIX 060CTPEHNAX

CTBDOVIﬂ,bI CpefHel 1 BbICOKOW aKTUBHOCTH;
KPeMbl UK Ma3n B 3aBUCUMOCTHU OT TAXECTHU
060CTpPEHNA 1 NoKanuaauum npoLecca

[1Baxk[bl B 1eHb, 10 2-16 Hefgenb. MoXxHO
CMNOMb30BaTh YePeayoLLNecs NHTepBabl 40
HacTynnexus pemuccumn. OCTOPOXHO Npu aTpodun
KOXW 1 KOHTAaKTHOM AepmatnTe

M.B. Opoxnauna, C.B. KowkuH (2018) [25];
D. Morrell (2015) [26];
D. Hohl (2012) [27]

Tonnyeckne nHri MﬂMTDﬂbI KanbLMHEBPHUHA: UCNOSb3YIOTCA B KAYECTBE NOJAEPXHBAIOLYEH Tepanun

Takponumyc 0,1% masb

Mumekponumyc (kpem) pesynbTata

[Baxk[ibl B 1eHb, 0 2 Hefenb. MoXHO YepefioBaTh
C TONUYECKMMU CTEPONAAMU AN NYYLLEro

C. Sand, H.K. Thomsen (2003) [13];

F. Rocha Paris, A. Fidalgo, J. Baptista n coasr.
(2005) [14];

E. Laffitte, R.G. Panizzon (2004) [16]

Tonnyeckne npoTMBOMUKPOGHbIE NMPENApaThbl; MCMOb3YHOTCA MPH JIETKUX, NOBEPXHOCTHLIX (HOPMaX NPUCOERNHNBLIEr0CA HHDEKUMOHHOIO Npoyecca

JIoCbOH Unu Kpem KIMHAaMuumnHa 1%

Kpem rentamuyuta 0,1%

Kpem mynupoumnHa 2%

Kpem KeToKoHa3ona 2% (unu gpyrue Kpembl
Ha OCHOBE a30/10B)

2-4 pa3a B ieHb B TeYeHue 2—4 HeJenb

A. Chiaravalloti, M. Payette (2014) [11];
T. Helm (2015) [12]

Jpyrne Tonnyeckne BapuanTbl Tepanui: PE3UCTEHTHBIE K BbILIENEPEYHCTIEHHbIM METOAAM JIEYEHHUS

Kanbunnotpnon MecTHbI (Ma3b) 0 3-MECAIHO PEMUCCHM

2 pasa/peHb, 0o 4 Hepenb. CoobuyaeTcs

L. Bianchi, M.S. Chimenti, A. Giunta (2004) [18];
S.M. Rajpara, C.M. King (2005) [19]

Tonuyeckuin 5-ptopypauunn
(kpem)

3 pasa/Hep B Te4eHMe 3 MecaLeB, 3aTeM —
1 pas/Hep B Te4eHue 3 mecsLes. Pemucens
3ahukcmpoBaHa npu 9-mecs4HOM HabnaeHNUN

A. Dammak, M. Camus, V. Anyfantakis
1 C0aBT. [28]

Peakuus MoXeT NposiBUTLCS B TE4YEHUE NMEPBOro

Tonuyecknit Kafekcomep iofa (MOPOLLIOK)

MecsLa nevyeHund, a N04TN NONHOE BbI30POBIEHNE

M.B. Tang, E.S. Tan (2011) [29]

HacTynuT NpumepHo Yepes 10 MecsLies

WHbEKYHOHHBIE METOAMKH TOMUYECKOH Tepanuu: 06bIYHO CMONb3YHOTCSA, KOTJa MECTHOE JIEYEHHE HE JaNo pe3ynbrara

BHyTpuoy4arosble CTeponabl (pacTeop) CTEPOUbI HEADDEKTHBHBI

MoXeT paccmMaTpuUBaThCS, €CAN MECTHbIE

D. Hohl (2012) [27]

50 E[]l B noAMbILLEYHYI0 BNAAMHY (04HOKPATHO).

BOTYNOTOKCUH BHYTPUKOXHO (pacTsop)

HeNTPannU3yIoLnx aHTuTen

Tpe6ytoTCa NOBTOPHbIE UHBEKLNN ANS
noanepxaxns. OnaceHne no NnoBoAy 06pa3oBaHms

D. Ho, J. Jagdeo (2015) [23];
H. Arora, F. Bray, J. Cervantes n coasT. (2016) [24]

TpaumknMHamm), Nepuoan4eckn — MHLEKUMM gunpocnanxa,
TabneTMpoBaHHbIA MPEedHN30MIoH. AddeKT OT Tepanum
6bI1  HEMPOAOMKUTESNBbHLIM, MeXpeuuamBHble nepuonbl
KpaTkoBpeMeHHbI. MauneHTKe B ka4ecTBe ansTepHaTUBHOM
Tepanuu 6bina nNpepsioxeHa BbilleonucaHHas cxema ¢ uc-
nonb3oBaHveM npenapaTa anpemMunacTt B COOTBETCTBUM
C PEXUMOM [03MPOBaHWNA B UHCTPYKLMKW NO UCMOMb30Ba-
Huto npenaparta (no 30 Mr ABaxAapl B cyTkuM). [ocTnyb xoTa
6bl HaCTUYHOrO YNy4LLEHUA CO CTOPOHbI KOXXHOIO npoLec-
ca B Te4veHue 3 MecsiLieB He YAanoch: pacnpocTpaHeHHble,
6oposyartble, MecTaMy MOKHYLLME BMSLLKN COXPaHATCs
B 061aCTN €CTECTBEHHbIX CKNaAoK 1 ragKomn Koxu (puc. 4).
[MauuneHTKa oTkasanack OT gasnibHenLen Tepanumu.

MeTtogbl cuctemMHOM Tepanuu, UCMNonb3yloLmecs
ons nevenus OCI, npenctasnexs! Tabn. 3.

®du3noTepaneBTNYecKne MeTogbl

M3 dunsmoTepaneBTUHECKUX Mpouenyp MPUMEHSIOTCS
y3KonosiocHaa ynetpaduoneToBas ¢ortotepanusa b, na-
3epHas abnsauusa, gepmMadpasusi, NOBEpPXHOCTHAsA Ny4yeBas
Tepanus.

T. 100, Ne 6, 2024

CO,-nasep. V13-3a peumaMBMpylOLLErO XapakTepa
OCI n otcyTcTBMA 3dMEKTUBHOMO U 6€30MacHoOro ne-
YeHusa, OCTYMNHOro A nauneHToB, NOUCK ONTUMAaIbHbIX
TepaneBTMYECKNX MEeTOAMK npogomxkaetcsa. CseToBas
n nasepHas Tepanua gna OCIN nokasana mMHoroo6ella-
loLLMe pesyrnbTaTbl B HECKOSIbKUX COOBLLEHUAX, Hanbornee
ycneLHble oT4eTbl 6binn npeactasnexsl no CO,-nasepy
[40, 41]. B paHHbIX nccnegoBaHUsAX nasepHyo abnayuio
nposogunu 1 unu 2 pasa. B nepsom wuccneposaHuu
ydyacteoBana 1 naumeHTka c 15-neTHUM cTaxem 3a-
6onesaHus. lMocne ogHoKpaTHOW abnsaumm nog o6LiuMm
HapKoO30OM ypfanocb AOCTUYbL pemMuccun Ha 6 Mecsues
[40]. MocTabnsaunoHHasa rucronatonorusa yepes 3 Mecs-
La rnocne npouegypbl nokasana HenoBpexaeHHbIN anu-
OepMUC C MOBbILLEHHBIM (OMOEPO3OM COCOYKOBOrO Crofl
OepMbl C COXpaHeHHbIMU MpuaaTkamn Koxu. Bo BTopom
nccnegosaHun y4actsosasno 8 naumeHTos, Y 6 U3 KoTo-
pbIX 6bINWU OOCTUTHYTLI YAOBNETBOPUTENbHbIE pe3yrbTa-
Tbl. KnuHuyeckoe ynydlleHne Habnoganock 6onee 4yem
B 75% nopaxeHHOW o6nactn y 4 naumeHToB u B 50—
75% — y 2 naumeHToB. ddheKkT neyeHns coxpaHsasncs

BecTHuk gepmatonorum n BeHeponoruum. 2024;100(6):70-80 M
Vestnik Dermatologii i Venerologii. 2024;100(6):70-80 ™
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Puc. 4. MaupenTka 9., 32 roga, ctpagatowias [1CM1 B Te4enme 8 net. 04arv nopaxeHust B akCUANSPHbIX 001acTaX, NeBOI MH(PamamMmapHoiA 06i1acTy, Ha nepeaHel OpHOLLIHON
CTeHke (a). MpeacTaBneH natonornyeckuii npoLece Ao (6) 1 cnycts 3 Mecslia Tepanui anpemunactom (8). OTMeYaeTcst pacnpoCTpaHeHe NaTonornYeckoro NpoLecca Ha paHee
HEMOPXEHHYI0 KOXY B 06M1aCTIA Fpyan, OTCYTCTBINE S(I(DEKTA HA NEPBOHAYANBHO MOP@XEHHBIX Y4aCTKax

Fig. 4. Patient Ya., 32 years old, suffering from benign chronic BFP in 8 years. Lesions in the axillary regions, the left inframammary region, on the anterior abdominal wall (a). The
pathological process is presented before (6) and after 3 months of therapy with apremilast (8). The spread of the pathological process to previously unaffected skin in the chest

area is noted, the lack of effect in previously affected areas

C TeyeHneM BpemMeHu. Y 2 nauueHToB npouecc peumau-
BMpOBan (CPOKW He yKasaHbl), BTOPOW CeaHC Tepanuu
CO,-nasepom fan xopowmit oteeT. [Mo604HbIe 3dPeKTbI
3aperncTpmpoBaHbl He 6bInn, KpOMe HEOOMNbLLINX U3MEHEe-
HWA TEKCTYPbl KOXW 1 nurMmeHTaumm [41].

AnekcaHApPUTOBbIA, AMOAHDIN N 3pOUEBBINA Nasepbl.
Mcrnonb3oBaHne Kak anekcaHapuToBoro, Tak U AVOAHOMo
nasepos npu OCIN HegocTaTo4HO M3y4eHo. MmeeTca oanH
OTYeT O NleYeHUN anekcaHapuUTOBLIM fla3epoM, korga 6bina
OOCTUrHyTa HenpoaomkuTensHas pemuccus nocne 18 npo-
ueayp [42].

OuoaHbin nazep ¢ gnuvHon BonHbl 1450 HM aBnseT-
csl 60N1e3HEHHbIM U HeaddekTnBeH npu nedenmn OCIT,
XOTSl YMeHbLUEeHUe NOoTOOTAEeNeHna 1 3anaxa 6bino fo-
cTurHyTo [43].

Opb6ueBbi nasep cyMTaAETCA ny4llen ansTepHaTu-
BOM abnsaunoHHoi Tepanun CO, 13-3a ASIMHbI €ro BOJHbI
(2,94 MKm), koTOpast Morfa NO3BONUTL ANUTENMarnbHoe UC-
napeHve 6e3 4Ype3MepHOro TepMUHYECcKoro MoBpeXAeHUs
1 obpasoBaHus pybLIOB, OOHAKO KONMYEeCTBO UCCrefoBa-
HWUIA U YNCNO MPUHSABLUMX B HUX y4acTve NauneHToB CAuL-
KOM MasioyMCieHHbI, YTOObI AenaTb OA4HO3HAYHbIE BbIBOAbI.
MpousBogaTca ABe UMMynbCHble 06PaboTKK, 38 KOTOPbIMU
cnegyeTt oiHa 06paboTKa B pexmnme HacTUYHOrO NepeKkpbl-
Tns. 3axvBreHve paH 3aHMMaeT B cpegHeM 10—12 gHen.
OnucaHbl 2 cny4as npYMeHeHus a3pbreBoro nasepa: y og-

W BecTHuk gepmaTonoruun n seHeponorun. 2024;100(6):70—80
B Vestnik Dermatologii i Venerologii. 2024;100(6):70—-80

HOro nauueHTa 6bina nosHas pemMuccus, y BToporo — 4a-
CTUYHasa peMnccus ¢ peLmManBoM Ha Kpasx 06paboTaHHbIX
y4acTkoB. Hukakux no60o4HbIX acpdheKkToB, NOMUMO 6ones-
HEHHOCTW Npoueayp, OTMeYeHO He 6b1n10 [44].

B opHoM wmccnepgoBanum 7 naumenTtoB ¢ OCI neun-
N UMMYNbCHBLIM NAa3epoM Ha Kpacutene ¢ AJIMHON BOnN-
Hbl 595 HM. [aTb Npouenyp NPOBOAUIIOCL C UHTEpPBasioM
OoT 280 4 Hepenb. OOuH NaUWEHT MNpekpaTwui fevYeHne
BBMAY HeapdeKkTMBHOCTU. Y [OBYX [OPYrux naumeHTos
oyarn mcyesnu 6e3 peumpusa. OcTanbHble 4YeTblpe UC-
nbiTanM pasnuyHyto CTeneHb YNy4lleHus C peunamBoMm
yepe3 1-6 mecsiues. NpegnonaraeTcsa, 4To Tepanus UM-
NySfbCHLIM 1a3ePOM Ha KpacuTensix MOXeT yny4yluTb 3a-
XUBIEHWE paH 3a CYET yBeNN4YeHUsa KonnareHa v reHepa-
JIN30BAHHOIO PEMOAENMPOBaHNSA aepMbl [45].

doToguHaMmnyeckas Tepanus He NpPoAeMOHCTpMpoBa-
1a 3Ha4YMMOro yny4LleHus TedeHns 3abonesaHus [46, 47].
Coobwaetcs o 5 naumertax ¢ OCII, npowepgwmx oguvH
ceaHCc (oToAMHAMMYECKOW Tepanuu C WUCMONb30BaHWeM
MECTHOW MeTUNaMUHONEBYNTMHOBOW KUCIOTbI, HaHeceH-
HOW NoA OKKNI03U1I0 Ha 3 4. Micnonb3oBasncs KpacHbI CBET,
37 Ox/cm? B TeveHue 7,5 MUH. Bce naumeHTbl UCMbITbIBA-
M AuckoMaopT B TedeHne 3—4 Hepenb rnocne npoueaypsl,
M TONMbKO Y OAHOro nauueHTa Habmo[anoch KNnMHMYeckoe
ynydweHune. HMKTo 13 NaLneHTOoB He U3bABUN XemnaHue no-
BTOPSATb JleYeHume.
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Tabnuua 3. Metofb! cuctemHoii Tepanui ICM [25]
Table 3. Methods of systemic therapy of BFP [25]
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[leficTByHOLWEE BELIECTBO, METOAMKA
NPUMEHEHUA

MpogonXuTenLHOCTbL Tepanuu, A gexkT

ABTOpBI

Jokcuunknud 100 Mr nepopanbHO B fIEHb,
MOXHO PacCMOTPeTb BO3MOXHOCTb
nojAepXXu1BatoLLen Tepanini HU3KON 10300

He meHee 3 mecALeB. 4 13 6 NALMEHTOB JEMOHCTPUPYIOT
peLunanB B TeHEHNE HECKOIbKUX JHEN NN MeCcALeB,
2 13 6 He peLunanBMPYIOT B TeYeHNe 5 et

L. Le Saché de Peufeilhoux, E. Raynaud,
A. Bouchardeau u coasr. (2014) [30]

[ancoH nepsble 2 Hegenun 100 mr/cyT, fanee —

50 mr/cyT nedeHus

Tepanus 6 mecsues. 1 3 3 nayMeHTOB JOCTUAT NOSHOK
pemMuccum ¢ coxpaHeHunem addekTa nocne 3aBepLUeHns

D.J. Sire, B.L. Johnson (1971) [35]

AUNUTPETUH 25 M NepopanbHO eXXeAHEBHO

Tepanus 6 mecsLeB. 3HA4YMTENbHOE YyYLleHne
1 cTabunu3aLms naTonormyeckoro npoLecca

M.B. IpoxauHa, C.B. KowkuH (2018) [25];
M.B. OpoxzauHa, C.B. Kowkunx (2018) [31]

MpeaHn30noH 0,5 Mr/Kr macchl Tena B CyTKN
Pen y B psifie CyyaeB

Mpu TAXeNbIX 060CTPEHUAX MOXHO JOCTUYb KOHTPONA

H. Arora u coasr. (2016) [24]

MeToTpekcar 7,5 Mr BHyTPUMBILIEYHO

Tepanus 16 Hegenb
eXeHeaenbHO p A

E.M. Berger, H.l. Galadari, A.B. Gottlieb
(2007) [34]

LlmknocnopumH nepopanbHblit TabIeTUPOBAHHbII
npuem oT 2,8 10 3,4 Mr/Kr Maccbl Tefia B CyTKU

24 Hepenn. 3Ha4UTeNbHbIA PErpece BbiCbINAHUNA,
yCTpaHeHne 6071e3HEHHOCTH, aKcCyAaunm. Puck
060CTpeHNs NoCne NpekpaLLeHns npuema

T. Helm (2015) [12]

fmukonupponat 1 Mr B AeHb (PaCTBOPUMBIN
MOPOLLIOK AN NepopanbHOro npuema),
MecTHast Ma3b MomeTa3oHa 0,1%

1 pas/geHb 1 MUHOLMKIWH (MepopanbHbIn,
TabneTNpoBaHHbIA npuem) 50 mr/cyT

YnyyweHue Yepes 1 MecsL Jie4eHuns 1 pemMmuccus yepes
6 mecsLeB, N060YHbIN AIPPEKT — KCepocToMUs

M. Kaniszewska, R. Rovner, A. Arshanapalli
1 coasT. (2015) [36]

HantpekcoH 1,5-4,5 mr/cyT (nepopanbHbii,

TabneTnpOoBaHHbIA Npuem) npouecca

Mocne 4 mecaues Tepanun y 90% naumeHToB
HabnAaeTcs NoaHOE pa3peLleHne naToornyeckoro

S. Cao, E. Lilly, S.T. Chen (2018) [37];
0. Ibrahim, S.R. Hogan, A. Vij u coasT.
(2017) [38]

Bce 4 nauneHTa, nonyvasLinx Tepanuo, 0TMETUAN

Anpemunact (nepopanbHbIi, Ta6NETUPOBAHHBIN
npuem, no 30 mMr 2 pasa/cyT)

ynyyLeHne CMMNTOMOB Yepes Mecsl| 0T Havyana
Tepanuu. Yepes 6 MecALEB Yy NaLNEHTOB 0TMEYanoch
3HAYUTENbHOE YNYYLIEHINE U NOYTY NOJIHOE

J. Kieffer, F. Le Duff, H. Montaudié n coagT.
(2018) [39]

paspelleHne naTonorn4eckoro npowuecca

B 2022 r. H.C. Wulf n coaBT. ony6nukoBanu obHafe-
XuBawoLMe AaHHble No 3(pheKTUBHOCTU U 6€30MacHOCTU
metoga Tepanum OCI1, OCHOBaHHOIO Ha MPUMEHEHUN MO-
BEPXHOCTHOW ny4eBon Tepanuu [48]. B uccnepgosaHum y4a-
ctBoBasno 13 nauueHToB, KOTopble nony4Yanu no 20 Kuno-
BONGT; 8 chpakumii Mo 2 rpes B TeveHne 1 UmMKna, ¢ obLien
00301 16 rpen B KaXaoM LuMKne nedeHus. lNauneHTsl nony-
yunu ot 1 0o 6 LUMKNOB NneveHuns ¢ o6padboTkon ot 1 0o 5 oT1-
OerbHbIX Y4acTKOB Tena B Kaxaom uvkne. LectbaecaT ase
oTgesbHble 06n1acTy Tena 6biM 06paboTaHbl ¢ NOMOLLLIO
NOBEPXHOCTHOM Ny4eBon Tepanun. B pesynstate Bce na-
UMEeHTbl OOCTUIMW MOMHOW ANUTENIbHOW pemMuccun, onpe-
JensemMon Kak OTCYTCTBME peuuamBa B TeYeHue nepuoaa
HabngeHns He MeHee 12 mecAues.

3akntouenue

HeCMOTpFI Ha MHOro4ucrieHHble I'Iy6J'IVIKaL|,VIVI O nonbIT-
Kax, npeanpMHMMaemMblixX Ona nev4eHunsa ¢ Mcnojib3oBaHMemM

T. 100, Ne 6, 2024

HOBbIX cxeMa 1 npenapatos, OCI Ha cerogHAWHWMIA feHb
OCTaeTcs HeusneynmbliM 3aboneBaHveM. YyuuTbiBas U3Y-
YeHHble B HaCTosILLiee BpeMs MHOroo6pasHble MexaHU3Mbl
BO3HUKHOBEHUS OaHHOro 3aboneBaHusi, OTKpblBaKOLLMECS
BO3MOXHOCTWU AN MOMUCKA HOBbIX METOAMK STUOTPOMHOMN
M naToreHeTUYecKom Tepanuu Ha OCHOBaHUU UMEIOLLIUXCS
COBPEMEHHbIX CBEIEHUI BECbMa aKTyaslbHbl.

lMpepncTaBneHHbIN B CTaTbe CUCTEMATU3UPOBAHHbLIN
aHanus3 onbiTa NPUMEHEHUs pas3HOo6pa3HbIX METOAUK
TonuMyeckon u cuctemHon tepanuu OCI gpaet Bo3MOX-
HOCTb MPakTUKYIOLLIMM BpayaMm B 3aBUCUMOCTU OT CTe-
NeHu TAXEeCTU, pacnpoCTPaHEHHOCTU U XapakTepa pe-
uManBupoBaHnsa 3abofnieBaHUs MNepcoHanU3npoBaHHO
NOA4OWTU K Tepanum aHHOro TOpnuaHOro K NnpoBoguMoNn
Tepanuu gepmaTosa C y4eTOM OTCYTCTBUA eOuHbIX KIn-
HUYEeCKUX pekoMeHauui no BeAeHWU0 TakKoro pofa na-
LUMeHTOB. [NoncK n o6CcyXaeHne HOBbIX METOOUK Tepanuu
npopomxatotcs. |l

BecTHuk gepmatonorum n BeHeponoruum. 2024;100(6):70-80 M
Vestnik Dermatologii i Venerologii. 2024;100(6):70-80 ™
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