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O030p coBpeMeHHBIX METOAMK H aHAJU3 JI(PPEeKTHBHOCTH JeYeHHS NANUEHTOB C

no0pokavYecTBEHHOI XpOHMYecKo# ceMeiiHol nmy3bipuaTkoil I'y:kepo—Xeitau—Xeiim

© M.b. [Ipoxxauna*, C.B. Komkun

Kuposckuii rocygapcTBeHHbIM MEIUIIMHCKUN yHUBEpcUTET, Kupos, Poccust

JloOpokauecTBeHHasi XpoOHUUYECKas ceMeifHas my3blpuatka ['yxepo—Xeitnu—Xemn (ACID) —
penKuil ayTOCOMHO-JOMHUHAHTHBIN T€HOAEpMAaTo3, 00yCIOBICHHbBIN MyFatusaMu reHa 41 P2C1,
OTBETCTBEHHOTO 3a (DYHKIHWIO KaJdbIHi-3aBUCUMBIX AT®a3, perymupyromux CEKBECTpPAIIUIO
KanbluA B annapate ['onbmku. B cratee nmpencrtasieH 0030p COBpPEeMEHHBIX METOAOB JICUEHUS
Pa3IMYHBIMU TPYIIIIAMHU JIEKAPCTBEHHBIX CPEACTB, BKIKOYAsLAIpenapaTs! il MECTHOTO JICUEHUS
(TonmMYecKue TIFOKOKOPTHUKOCTEPOUIBI, KaJbIMIIOTPHOI, KOMOMHUPOBAHHBIC JEKApCTBEHHbIC
IpenapaThl), CHCTEMHBIE MpenapaThl (TJIIOKOKOPTUKOCTEPOUIbl, AMPEMUIIACT), UHBEKI[MOHHBIE
METOAMKH (BHYTPUKOXHOE BBEIEHUE OOTYJIOTOKCUHA), HPUMEHSAEMBbIE B HACTOSIILIEE BPEMSL.

C y4eToM OTCYTCTBHS KIMHMYECKHX PEKOMEHMalui 1o nedeHuto nauueHtoB ¢ JCII nens
HAILIEr0 MCCIICOBAaHUS — OLEHHUTDH, 3()(PEeKTUBHOCTH psiia METOIUK JICUYCHHS, OMHCAHHBIX B
JUTEpaType.

B wnaOmionmarenpHOE HCCleIOBaHWE OBLIQY BKIIOUEHO 4 TaIMeHTa ¢ BepUUIIUPOBAHHOMN
KkiuHu4ecku u rucronorudeekn BUCIH, onmcanbl pe3ynbraTel Tepanuu € HCIOJIb30BAHHEM
METOAMK C MPUMEHEHHEM. BHYTPHUKOKHOTO BBEJCHHUSA OOTYJIOTOKCHMHAa A (y 3 HalMeHTOB) U
NepopajibHOTrO MpUMEHEHNs TabaeTupoBaHHOro anpemuiuacta (y 1 mauuenra). [IpeacraBieHsl
pe3yabTaThl Aa0moenni 3a manueaTamu ¢ JICII u poTomokymMmeHTHpOBaHHE.

JCII — peaxuil AgpmMaro3, ONUCAHUE METOAMK Tepanvy KOTOPOrO B pa3IMYHBIX ITyOIUKAIMIX
CKyIHOE. HeeOXoAMMbl KpPYNMHOMACHITAOHBIE PAaHIOMU3UPOBAHHBIC WCCIIEIOBAHUS  JUIS
orpeNieNeAnsl CPaBHUTENBFHONW A((EKTUBHOCTH M OE30MACHOCTH Pa3IMYHBIX JIEKAPCTBEHHBIX
npenapatoB M (U3MOTEPANeBTUUECKUX METOAUK JUIsl JIEYEHUs JaHHOTO 3a00JIeBaHUs.
IIpencraBneHHbIi B CTaTh€ MaTepuan IOMOXKET IPAKTUKYIOIIMM BpadaM IpPEUIOKHUTH

ManucHTaM BO3MOKHBIC MCTOABI TCPpAITNN I[CH " YUCCTbD OIIBIT KOJUICT.

KiroueBnie ciioBa: n100pokadecTBeHHasi XpOHUYecKasi ceMeiiHas my3bIpuaTtka [y:xkepo—

Xeitan—XeJm; rNIlOKOKOPTHKOCTEPOUIbI; HAJITPEKCOH; AlIPEMIJIACT; 0OTYJOTOKCHH
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KOH(I)J'II/IKT HHTCPCCOB: aBTOPbI ACKIAPHUPYIOT OTCYTCTBUC HABHBIX W [MOTCHUUAJIBHBIX

KOH(JINKTOB MHTEPECOB, CBA3aHHBIX C MyOJIMKALlMe HACTOSIIEH CTaThH.

Hctounuk ¢uHAHCHpOBaHHS: paboOTa MOJATOTOBICHA W OMYyOJIMKOBaHA HA JIMYHBIE CPEICTBA

ABTOPCKOI'0 KOJIJICKTHBA.
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Review of modern techniques and analysis of the effectiveness of treatment of patients

with benign familial pemphigus Gougereau—Haley—Haley

Marianna B. Drozhdina*, Sergey V. Koshkin

Benign familial pemphigus (BFP) Gougerecau—Haley—Haley is a rare autosomal dominant
genodermatosis caused by mutations of the ATP2CI 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 ofiydruigs,
including drugs for topical treatment (topical glucocorticosteroids, (calcipotriol, “¢embined
drugs), systemic drugs (glucocorticosteroids, apremilast), injection techniques (intradermal
administration of botulinum toxin) currently used.

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

The observational study included 4 patients with clinigally and histologically verified benign
familial pemphigus, and described the results 61 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 BEP therapy and take into account the experience of colleagues.

Keywords: "benign’ familial pemphigus; glucocorticosteroids; naltrexone; apremilast;

botulinum toxin
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BBenenune

JloOpokauecTBeHHasi XpoOHHYECKas ceMmeiiHas mysblpuatka [yxkepo—Xeitnmn—Xeimu (JCII)
MIPEJCTABISET COOON ayTOCOMHO-IOMUHAHTHBIN T€HOIEPMATO3 C TIOJTHOM MMEHETPAHTHOCTHIO U
BapualeIbHON JKCIPECCUBHOCTHIO CPEIM TMOPaXKEHHBIX 4ieHOB ceMbu. [Ipumepno B 1/3
nuarno3oB  JICII cemeiiHblii aHamMHE3 OTCYTCTBYEeT. OTH clydyan OOYCJIOBIEHBI JHOO
CIOPAIUYECKUMH TEHETHUYECKUMH MYTAlMsIMU, JTHOO HEIUarHOCTUPOBAHHBIMH JIETKUMH
3a00JIeBaHUSMH JPYTHX WIeHOB cembH [1-3]. Myramuu B reae ATP2CI1 (ATP2C1; OMIM
604384), nokanm3oBaHHOM B 3q21-q24, komupyoT wuzodopmy 1 Ca’/Mni-ATda3ml
cekperopHoro nmytu denoBeka (hSPCA1) B anmapare ["onbaku, orBercTBeHHY!0 33 JICTL[4) 5].
JICII xapaktepusyercst eHOTUITUIECKON N3MEHUYHNBOCTHIO, UTO MO3BOJLET MPEATIONOKMTE, UTO
(bakTOpBl OKpYXKAMOWIEH Cpelpl W TeHETUYECKas IPEAPacIiOIOKEHHOCThAZMOTYTYBIUATh Ha
KIIMHUYECKOoe MposiBiIeHue 3Toro 3abonesanus [6]. [Ipsamas koppengdius reHoTumna/peHoTuna
(Bo3pacT Hauana, TSAXKECTb, MPOrPECCHPOBAHME NATOJIOIMYECKOro Hpollecca) IMOKa He
ompeneneHa. OmHAKO HEKOTOphIE cClEHUPUUECKUe MYTalUN KOPPETUPYIOT C MOpakeHUEeM

AQHOTCHUTAIILHOM 00J1acTH WK Ooee Jerkumu Gperorunamu [7, 8]

INHUAEMHOJIOTHS H KINHUYECKHE NPOsIBJICHUSA

My>X4MHBl U KCHIIUHBI OOJCIOT OJMHAKOBO. MAacT@. Tpurrepamu OOOCTPEHHUI BBICTYIAIOT
THIIEPTUAPO3, YIBTPAPHOIETOBOE OOJYHMEHNE, TpaBMaTU3aIus, Bo3aeHcTBre Temna. CpemHsis
IPOJOIDKUTEIBHOCTh JKU3HU HE [OTIMYAETCS OT 00blMHOM mnomynauuu. KimHuueckue
nposieienus JCII xapaktepuzytotes 00pa3oBaHueM My3bIpeil U 3pO3Hid, 4aCTO CIMBAIOIIMXCS B
MOKHYIIIME W MOKPBIThIE O00pOo3Auaror Kopkou Omsmku. M3mo0neHHbple MecTa JIOKaau3alu,
KaK IpPaBWJIO, CUMMETPMUHBIX BBICBIMIAHUNA — HHTEPTPUTHMHO3HBIE 30HBI: IOAMBIIIEUHBIE
BIAJUHBI, JAXOBO-O@ApCHHbIE U HMH(paMaMMapHble CKJIaAKd. Hepeako BbICHITaHUS
MOSIBJISIIOTCS. HA KOXE B/0O0JIACTH 11U, MYTOYHON CKIQAKU U APYTUX OTKPBITHIX Y4acTKax Tena
(puc. 1). Trm@ueH. 75 5T0oro 3a00J€BaHUs CUMIITOM «MO3TOBBIX M3BUIJIMHY, MPOSBISIONIUICS
BO3HUKHOBEHHUEM IIEPOXOBAThIX, OOpO3q4aThIX, HCHEIIPEHHbIX BMAJWHAMU U TPEUIMHAMHU
OJsilIeKk BYTUIUYHBIX JOKanu3anusx. V3 cyObeKTUBHONW CHUMITOMAaTHKU OTMEUArOTCs O0Nb U

3YA, pCSKI/Iﬁ, HerI/IHTHHﬁ 3arax nu 06mee YXyAIIeHUEC Ka4€CTBa )KU3HU ITAIUCHTOB.

Jleuenue

JCII umeeT TEHACHIMIO K XPOHHU3AIMH TMATOJIOTMYECKOTO Tpolecca W TPYAHO TMOIAACTCS
nedeHuto. TedeHne 3a00J€BaHUS XapaKTEPU3YETCS YaCTHIMU PEIMANBAMHU WJIM HEIPEPHIBHO-
peruauBUpYyOMMM  TporieccoM.  OTMeuaeTcss  MOBBIMIGHHBIM  pUCK  (hopMHpoBaHUS

IUIOCKOKIIETOYHOTO paka kKoxu (puc. 2) [9, 10].
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Tpaauuumonno neuenue JCII BkiroyaeT CUCTEMHbIE U TONMYECKUE AHTUOUOTUKH, CUCTEMHBIE U
TOIMYECKHE NITFOKOKOPTUKOCTEPOUABI, IIUKIOCIIOPHUH, METOTPEKCAT U AANCOH I MALlUEHTOB C
TOPIUIHBIM K MPOBOAMMON Tepanuu 3aboneBaHueM. K coxaieHuto, Jaxe cepbe3Has
CHCTEMHasl Tepamusi, Kak MpaBUiIO, HE 00ECIeUnBaET AJIUTEIbHYI0 PEMUCCHIO Y OOJIBIIMHCTBA

namueHToB [1, 11].

Hapyscnasa mepanus

MukpoOHasi KOJIOHM3alMsi U TMPUCOECIMHEHUE BTOPUYHOM MH(PEKIMHM —  BaKHBIC
moaudunmpyromue JCII dakTopsl, U TOITOMY MECTHbIE AHTHOMOTHKHM M aAHTHCENTHUKH
SIBJISIIOTCS. OCHOBOM JieueHus [11]. [lanmenTaM pekoMeHyeTCsl HOLIEHUE JIETKOM OJIeX bl JIst
YMEHBIIICHUS MOTOOTICICHUS U TPEHUS, YACTOE MBIThE «HU3TIO0JICHHBIX» MECT JIOKATHU3aIuu
MPOTUBOMUKPOOHBIMU ~ OYMIIAIOIIUMU  CPEACTBAMHU JJIsl MPEAOTBpAIllEHUs MUKPOOHOM
kononuzanuu. [lo manueiM A. Chiaravalloti u coast. (2014) u T. Helm u coast. (2015), mpu
nerkux (opmax 3a0oneBaHUS PEKOMEHIyeTcs mnpuMeHeHue 1% IIoChOHA WIH KpeMa C
kiuHaamMuiaoM, 0,1% kpema ¢ reHTamunmaom win 2% Kpema MynupouuHa 2—4 pasa B JICHb
B TeueHue 2—4 Henenb, npoMbiBaHue 4% pacTBOPOM XJIOPr€KCHIHMHA TNIFOKOHATa B KaueCTBE
nononnenus. [Ipu nerkoir ¢popme 3a0oseBaHus ¢ TPUOKOBOM KOJIOHU3AILMEH PEKOMEHIOBAHO
HaHOCUTH 2% KpeM KETOKOHAa30J1a JBaX bl B IeHb B TeueHue 2—4 nexaens [11, 12].

Tonmdeckue rIFOKOKOPTUKOCTEPOUIBI YaCTO MCIIOIB3YIOTCS B COUYETAHUH C aHTUMUKPOOHBIMH
U TPOTUBOTPUOKOBBIMU CpEACTBAMHM MeECTHOro JeiictBus. Kak mnpaBuio, ux ciemyet
MPUMEHSITh KOPOTKUMHU KypCaMH € Y4€TOM MPEBAIUPYIOMIEH TOKAIU3AIMHA B 00JIACTH KOXKHBIX
CKJIQJIOK UM aHOTCHHUTAJIbHOW 30HBIL Vcmonw3yeTcss Tak HaszbiBaeMmasi step-down- Tepamwus: B
tedyeHue 7—10 paHEW DAUEHThl MPUMEHSIOT CTEPOMJBI C YMEPEHHOM WM BBICOKOM
aKTUBHOCTHIO B COUETAHUH C aHTUOAKTEPUATbHBIMU M (QYHTULIUIHBIMU CPEICTBAMH JBAXK/IbI B
neHb. Jlanee mepexoasT Ha UCHOJIb30BAHUE CIIA0BIX CTEPOMIIOB MECTHOTO ACHCTBHS H
MHTUOUTOPOB KaJbIIMHEBPHHA, d(dekTuBHOCT KOoTOphIX nokazanu C. Sand u coast. u F.
Rocha Paris u coast. [13, 14]. lanHas cxema JieueHHUs yCHEIIHO MPUMEHEHA W omucaHa S.
Ikeda u T. Helm u coasr. [12, 15].

MecTHbIe UHTUOUTOPHI KaJbIIMHEBPUHA HA3HAYAIOTCS C IIENbI0 JUIUTEIHHOTO U 0e30MacHOoro
KOHTPOJIA HaJ BOCHAJIUTENIbHBIM IMPOLECCOM. B OTiaMYHMe OT KOPTUKOCTEPOUIOB, OHM HE
OJIOKUPYIOT CHHTE3 KOJIJIareHa W HE MPUBOMIT K arpodum koku. VX MOXHO HAaHOCHTH Ha
YyBCTBUTEIbHBIC YYaCTKM KOXHM (JIMIIO, BEKH, II€I0) W B OO0JacCTH CKIAIoK. MecTHoe
npumenenue 0,1% Ma3u TakponuMmyca JBaXabl B CYTKH U3y4ajoch B HECKOJIBKUX paboTax, Mo
JaHHBIM HCCIIeZIoBaTeNIe pa3pellieHue MOpakeHUsT OOBIYHO MPOUCXOIUIO Yepe3 2 HEAeNu C

MOMeHTa Havana jedeHus [15, 16]. OgHako WMEIOTCS COOOIIEHUS M O HEAOCTATOYHOM
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s dekTe mpu MpUMEHEHUH MECTHOH Tepamuu TakponumycoMm. B cBoem wuccrnenoBanuu C.
Pagliarello u coaBT. OTMETHIIH, YTO Y OJJTHOTO U TOTO K€ MAIlMeHTa 00pabOTKa JBAXK/IBI B JICHD B
TeUeHHEe 3 MECSIEeB MOPAKEHHBIX YYACTKOB KOXHU B 00JIACTU MOAMBIIICYHBIX BIAJAWH MACTOM,
coaepxkaiieit okeua nuaka 50%, ¢ oaAHOM CTOPOHBI, U Ma3blo, coAepskaiieil Takpoaumyc 0,1%,
B KOMOWHAIMU C MAcTOH, conaepikamieil okxcua muHka 50%, ¢ apyrodl CTOpOHBI, IpHBENa K
HauOOJIBIIEMY MOJIIOKUTEIHPHOMY KIMHUYECKOMY 3((EKTy OT UCIOIB30BaHUS TOJBKO MACTHI,
coJiepXaIiel OKCHJ IIMHKA. JTO MO3BOJIMJIO aBTOpaM CJIeJaTh BBIBOJ, YTO IMacTa W3 OKCHAA
IIMHKa cama 1o cebe MoKeT ObITh Oe30macHbIM, Y(PPEKTUBHBIM M HEJIOpOTUM JiedeHuem [17].
Pan aBtopos, Bkmwouas E. Laffitte, R.G. Panizzon, pekoMeHIyIOT OCTOPOKHBIN MOAXOA K
TAaKpPOJIMMYCY, TaK KaK PErHCTPUPOBAIM OOOCTpeHHE MmaTosnoruyeckoro mpouecca [18]. Ham
MHOTOJIETHUH OMNBIT TOBOPUT O TOM, UYTO MpuUMeHeHue MecTHoro JseudeHus 0,1% wma3zbio
TaKpoJIUMYyca IeJIeCO00pa3HO TOJIBKO IS MAIMEHTOB B MEPHUOJ PEMHUCCUU TSI TIOICPIKAHMS
MPOJIOJKUTENIHOTO MEKPEUANBHOTO IEPUOIA.

Kanpuunorpuon  (1,25-gurugpokcuBuraMud  D3),  SBIASCh TOPMOHAJIBHO  AKTHUBHBIM
MeTaboIMTOM BUTaMHHA D, MOXET BO3JIeHCTBOBATh HA NU(PPEPEHIIMPOBKY KEPATHHOIIUTOB 3a
CYET CBOCH PEryssIuu Kainblius. IMErTCsl COOOIIeHHS O BHICOKOH 3(PPEKTHBHOCTH MECTHOTO
MPUMEHEHUS KaJbLIUIIOTPUOJIA JABAXAbl B JIEHb C IOJHBIM HCUYE3HOBEHHEM IOPaXCHUI B
MAXOBBIX M TMOAMBIIICYHBIX 00NACTSIX B TeueHUE + Mecsa ¢ MOCIenyroleid peMUuccueil Ha
npotspkernu 3 MmecsieB [19, 20, 21, 22]. Ham onbIT mpuMeHEHHUs NpernapatoB Ha OCHOBE
KaJIBIIUTIOTPUOJIa TTIOKA3bIBAECT BBHIPAKCHHBIA pa3apakaromuii 3GQexT nmpu Ux NMPpUMEHEHUH B
nepuon oboctpenuss [ICII u cBsA3aHHYIO C 3THM HHU3KYI0 KOMIUIAEHTHOCTH, MO3TOMY MBI
CUMTaeM LesnecooOpa3HbIM NpuUMeHTh Kaibuunorpuon npu JCII B mepuon HEMONHOM
PEMUCCHH WM B MEXPCIHUIUBHBIA MEPUOJ IS MPOJOHTUpoBaHus d(hdekTa mpeapiaymieit

Tepanuu U3 MepeurucIeHHbIX BbIIIE MPEnapaToB.

Hnvekyuonnan mecmuas mepanus u CUCHeEMHAA Mepanus

Nubekuuu OoTynoTrokcuHa ucnonbdytoresa ansa sedeHuss [ICII. Benok 6oTynmHH4ecKoro
TOKCHHA THUIIA A BBI3BIBAET XEMOJECHEPBALUIO, OJOKUPYs BBICBOOOXKIEHHE AllETUIXOJIUHA U3
HepBHbIX okoH4YaHui. [Ipu JICII ero MoKHO MCIIONB30BaTh B KAYECTBE a{bIOBAHTHON TEpaIUH.
[Ipemiaraemplii MexaHW3M JCWCTBUS 3aKIIOYAeTCs B OJOKMPOBAHUU XOJHMHEPTUUYECKOTO
CTUMYJa B OCTTAHTJIMOHAPHOM CHMITATUYECKOM OKOHYAHMU. DTO MPUBOJUT K YMEHBILIECHUIO
CEeKpelMHd T0Ta IKKPUHHBIMU TIOTOBBIMHU >Kene3amu [23, 24]. YMeHbllIeHHe MOTOOTAEICHUS
obecrneuynBaeT 3alIUTy OT KOJIOHM3AallMM MHUKPOOPIaHM3MaMHU M IOCIEAYIOUIEr0 00OCTPEHMS

oonesnu. Mmerorcs COO6H_IeHI/IH 0 ClIydadX HOCTHUKCHUS MOJHON WM YaCTUUYHOM pemMuccnun
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nocne npumeHenust 50 EJl 60TynoTokcHHA B KaKIyrO MOAMBIIICYHYIO BIAJUHY OJHOKPATHO
[23].

[IpumeneHne HaMu JaHHOW METONMKHM (OJHOKpaTHOe BHYTpukoxkHoe BBeneHue 50 EJI
OO0TYJIOTOKCHHA B Ka)/AyI0 MOJIMBIIICYHYIO BIIaJUHY) Y psiia NAIMEHTOB HE a0 OXKUAAEMbIX
pesynbraToB. Tak, moa HamuM HaOmoJeHueM Haxoawnoch 3 marueHTa ¢ nuarnozom JICII, c
JOKaJIM3allMed Tpolecca B MOAMBIIIEYHBIX BIAJNHAX, CPEAHETSIKEION CTENEHH TSDKECTH: 2
MyXuuH M 1 xeHmumHa. Crax 3aboneBanuss — oT 7 go 19 ner. CremeHp TsXKecTH
MaTOJIOTUYECKOTO MPOLiecca — CpeTHETsKeNas!, y BCeX MalueHTOB Ha0II01adiuch TOPIHUIHOCTD
K paHee MpOBOAMMOW Tepamuu MECTHBIMH M CHUCTEMHBIMHU IIpermapaTamMi, HETpPEPbIBHO
perauBHpyrommidi npouecc. I[larmentam ogHOKpaTHO BBOAWiICS OoTynorokcuH mo 50 EJ
BHYTPUKOXXHO B Ka)XIylO IMOJAMBIIICYHYIO BMaguHy. Pe3ynbraT oneHuBasica depe3 1 mecsil
nocjie MPOBEJCHHOW Tepanuu. Bce mnanmueHTshl NpOAEMOHCTPUPOBAIIM PAacIpOCTpaHEHHE
MATOJIOTUYECKOTO TpOoIlecca Ha paHee He TMOpaKeHHBbIE, PACIoNiaralolivecs pPsIOM YYacTKH
KOXXH, 0€3 3HaYMMOT0 YJIy4lIeHHs B IIepBOHAYAILHOW 30HE MopakeHus. Hu ouH W3 JaHHBIX
MAlMEHTOB HE U3BSABUJ HKEJIAHUSA TPOBECTH IOBTOPHYIO MPOLEAYPY HCIIOJIB30BAHUS
0O0TYJIOTOKCHHA. ITO TIO3BOJIMIIO HaM CHEJIaTh BBIBOJ 00 OTCYTCTBUU () PEeKTa OT MPOBOAUMOM
tepariun 50 EJI OoTynoTOKCMHA B OJHY AaHAaTOMHYECKYIO O0OIAcTh Yy TMAIUEHTOB CO
CPEIHETSKETBIM TeUeHUEM JIMO0 HeOOXOAMMOCTH YBEJINYCHHUS O3B BBOAUMOTo mpenapata. C
Halle TOYKM 3pEHUs, MpPU BHYTPUKOXKHBIX HHBEKIHUAX OOTYJIOTOKCMHa B OYaru
MaTOJIOTHYECKOTO  Tporecca Hepeako GOpMHpPYETCs MapajoKcadbHBIA  3PGEeKT: mpHu
COMHUTEIHHOM YIJIYYIIEHUH B Ouarax MaTOJOTUYECKUI MPOIECC HAYMHAET PaclpOCTPAHATHCS
Ha paHee HE MOPaKEHHbIE YYACTKH PacIoylararolliuXcsl psAAoM KOKHBIX MOKpoBOB. [lo Hamemy
MHEHHIO, TIpUMEHeHne WHbeKnui OoTynotokcuHa mpu JCII memecoobpa3Ho MpOBOIUTH B
clly4ae JIETKOW CTENeHW TsDKECTH MATOJOTHYECKOro IMpollecca U Ha HEOOJBIIMX Y4YacTKax
nopaxeHusi. OuH U3 KeHCOB MPOBEACHHOTO MCCIEIOBaHUS MIPEICTABICH Ha pHC. 3.

B ciydasx, TOpnuAHBIX K INPOBOJUMMON HApyKHOM TEpanuu, HCHOJB3YIOTCS CHCTEMHBIE
npenapaTtel. VIMeeTrcs ONBIT MHOCTPAHHBIX M POCCUHCKHUX aBTOPOB, MPUMEHSBIINX
nokcuukinH  [3,  20],  a3UTpOMHIIMH [11, 21], w™etorpekcar [12, 22],
[JIFOKOKOPTUKOCTEPOUIHbIE TOPMOHKI [11, 22]. JlaHHBIE METOMKH, IPUMEHSBILIUECS paHee, HE
Jamyd  CTaOMJIBHOM pe3yNbTaTUBHOCTH M MPOAOJDKUTEIBHOH PEMHCCHH, HMEIOT HEMalo
1o00YHBIX A((EKTOB U B HACTOSIIEE BPEMsI IPHUMEHSIOTCS HE TaK YacTo.

CoBpemennble  pekomeHmanuu 1o teparmu  JICII, mpencraBiennsle B Tadm 1,

CUCTCMATU3UPOBAHbI HA OCHOBEC IPUHIIUIIOB HOKaSaTCHBHOﬁ MCIHUILIMHBI.

Ta6amuna 1. Ipuanuns! Tepanuu ICII no H. Arora u coasr. [24]
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Table 1. Principles of therapy of benign BFP to H. Arora and co-authors. [24]

NuauBuayaau3upoBaHHass KOMOMHMPOBAHHAS Tepanus Yposenn
A0Ka3aTeJIbHOCTH
Tonnueckne Ocrtpas daza Kno6erason ITA, III
CTEPOULBI, [TonnepxuBaromas Takponumyc ITA, 11T
MHTHOUTOPBI Tepanus
KaJIbLIUHEBPHHA
/ononnumenvho
AHTHONOTUKHA [TepBas muaug: | Knuagamunua ITA, III
MECTHOE JICUCHUE I'enTamunmu
MynuponuuH
Kerokonazon
Bropas JvHUS: | JJOKCUIUKINH ITA; I
CHUCTEMHas Jarncon III
DpUTPOMUIIIH
JBIS3E0%000%0)050%051
TopnuAHOCTH K MPOBOJUMON TEpANTUU UcceucHue IIA, 111
borysierokcun A IIA, 111
JHepmabpazus III
Jlazeporepanus
VY3KkonosocHoe
ynbTpaduoIeToBoe
o0y4yeHue
OO0mre MepOTPUATHS Ot6enuBanue u|Vv
XJIOPTeKCUMHOBBIE
BaHHBI
[uera, CHIKEHuE | V
Beca
CBoboaHas ofexia A%
Boprba c|V
TUIIEPTUIPO30M
N3berathb \Y
npeObIBaHUS B
XKAPKOM M BIIAXKHOM
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KJIIMMare

JlokazarenpHas 6a3a Mo mpenaparam, UCoab3yeMbIM it MecTHOTo JeueHus JICII, orpannyena
OTYETAaMU O CIy4dasiX, CEpUsAMHM CIydyaeB W MHEHUEeM »sKcnepToB [24]. Llenp Tepanum —
KOHTPOJIMPOBATh yCyryoustomue ¢GakTopbl W OTpAaHUYMBATH MHUKPOOHYIO KOJOHM3AIMIO U
Bocnasnienue. OmnucaHHbIE MCTOIHKH, HUCIIOJIB3YCMBIC PA3JIMYHBIMU aBTOpaMU JIS TONUYECKOU

tepanuu JICI1, npencrasnensl B Ta0m. 2.

Tadoauna 2. Meroas! Tonuveckoi tepanuu {CII [24]

Table 2. Methods of topical therapy of BFP [24]

IIpenapat MeTtoauka npuMeHeHMs ABTOpBI

Mecmmuwie cmepoudsvi: UCHONL3YIOMCA NPU OCMPBIX 00OCMPEHUAX

Crepouabl cpenaHen u BBICOKOH | JIBaxabl B eHb, 10 2—16 Henens. | M.B.
aKTUBHOCTH, KpeMbl WIW Ma3u B | MOXHO Hcnonap30Bath | [poxanHa,
3aBHUCHUMOCTH OT TSDKECTH OOOCTpeHus u | uepenyromuecs uHrepBasibl 10 | C.B.
JIOKaJIU3alMy Ipolecca HACTYTUJICHHS pemuccuu. | Komkun

OctopoxHOyIpu atpoduun koxu u | (2018) [25];

KOATAaKTHOM/JIEpMaTUTE D. Morrell
(2015) [26];
D. Hohl

(2012) [27]

Tonuueckue unzuﬁumopbl Kdlbuurespuna: uCnojib3yromcs 6 Kkauecmee noddepofcuearomeﬁ

mepanuu
Takponumyc 0,1% masp JBaxxapl B AcHb, g0 2 Henenb. | C. Sand,
[Tumexponumye,(Kpem) MozxHO 4epenoBaTh ¢ | HK.

TonrueckuMu  crepouaamu st | Thomsen
JYYIIero pe3yiabTaTa (2003) [13];
F. Rocha
Paris, A.
Fidalgo, J.
Baptista u
coasrt. (2005)
[14];

E. Laffitte,
R.G.
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Panizzon

(2004) [16]

Tonuueckue npomueomukpoﬁuble npenapamasl: UCROJIb3YIOMCA NPU JIECKUX,

NOBEPXHOCMHBIX (POPMAX RPUCOEOUHUBULEZOCA UHPEKYUOHHO20 npoyecca

JlocboH nin kpem knuHaamunmHa 1%
Kpem renramununa 0,1%

Kpem mynupornuna 2%

Kpem kerokonazona 2% (wim npyrue

KpEMBI Ha OCHOBE a30JI0B)

2-4 pa3a B JeHb B TeueHue 2—4

HEACIb

A.
Chiaravalloti,
M. Payette
[1h);

T, Helm,

(2015) [12]

MEMooam jieyernus

,ZIpyzue monu4deckKkue eapuarnmsl mepanuu: pe3uCmeHmHbvleé K ebliienepeuucileHHbim

Kanpuunorpuon MecTHbIi (Ma3b)

2 pa3za/meHbg, 10 |4 HEHAECND.

CooOmaezrcs 0 3-MecA4HOUI

pemMuccun

L. Bianchi,
M.S.
Chimenti, A.
Giunta
(2004) [18];
S.M.

npumepHo yepe3 10 mecsaues

Rajpara,
CM. King
(2005) [19]
Tonuueckuii 5-GpTopyparyi 3 paza/Hen B TedeHue 3 mecsnes, | A. Dammak,
(xpem) 3atreM — 1 pas/Hen B teuenue 3 | M.  Camus,
MECSLEB. Pemuccus | V.
3aukcupoBana npu 9-mecsaHoM | Anyfantakis
HaOJII0ICHUT 1 coaBT. [28]
Tonnueckuii KaJIEeKCOMED nona | Peakius Moxer mposButeca B | M.B. Tang,
(TIOpOIIOK) TEUYCHUE IIEPBOTO mecsa | E.S. Tan
JedyeHus, a noutu  noaHoe | (2011) [29]
BBI3JIOPOBJICHUE HaCTyIIUT

MeCmHoe jieuenue ne Oaﬂopes'yﬂbmama

HHbeKMMOHHble MEemoOUKU MORUYECKOIL mepanuu: 00bIUHO ucnonas3yromcsa, Koz20a

BryTtproudarossie crepousi (pacTBop)

Moxer paccMaTpuBaThCs, €CIU

D. Hohl
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MECTHBIC crepousl | (2012) [27]
HedP(HEKTUBHBI

BorynorokcuH BHYTPUKOXKHO (PacTBOp) 50 EJl B noambiieynyto Bnaguny | D.  Ho, .
(0HOKpATHO). Tpebytotes | Jagdeo

IMOBTOPHBIE WHBEKLINU s | (2015) [23];

noanepxanusi.  Omnacenue mo | H. Arora, F.

MTOBOY obpazoBanus | Bray, J.

HEUTPaTN3yIOMIUX aHTUTET Ceérvantes u
c0aBT. (2016)
[24]

[TanenTam, TOPIUIHBIM K IPOBOJIMMON TOTMUECKOM Tepanuu, Ha3HavyaeTcst JOKCUIUKIuH 100
MI/CYyT BHYTPb HE MeEHee 3 MeCALEB C MOCIEeIyIOIUM pPAacCMOTPEHHEM BOIpoca O
MOJIICP’KUBAIOIIEH Tepaluyu MajlbIMU J103aMU BO M30ekaHue peruauBa 3aboneBanus [30]. B
OoJsiee TSDKENBIX CIIydasx, MPU HENEPEHOCUMOCTH JOKCULMKINHA U NIPH OTCYTCTBHU 3 deKTa
OT Hero, BO3MOXHO Ha3HauY€HUE METOTpPEKcaTa, pPETUHOUJOB (M30TPETHMHOMHA WM
alUTPEeTHHA) U 3TpeTuHAaTa. JlaHHbIe METOIUKH JICUCHHS HE TOKA3aIHl BBIPAXKEHHOTO CTOHKOTO
spdexra [25, 31]. IlpumeHeHHE HMMMYHOCYIIPECCAHTOB (METOTpEKcaTa, HUKIOCIOPHHA)
YMEHBIIAeT CUMIITOMBI BOcHiajieHust (00Jib, OTEK, CKOBAHHOCTb), HO C TOUKH 3PEHUS] CTOMKOIO
TepaneBTHUecKoro s¢¢ekra crnopHel. Hu onHO KpymHOMacmTaOHOE HCCIIEOBaHUE HE
IpearaeT 4eTKoro J0Ka3aTeabHOIro M0AX0/1a K MMMYHOCYIIPECCUBHON TEPANUHU IIPH JICUEHUH
JCII. TlockonbKy HEOIArompusiTHbIE MOCJIEICTBHS MOTYT OBITh TSKEIBIMH W MHOTAA JaXe
CMEpTENbHBIMU, TAKHE METOBbI JIEUYEHUS JJOJKHBI HHUIIMUPOBATHCS OCTOPOXKHO M B3BELICHHO
[32-34]. D.J. Sire u coaBT., IpeIOKHUBIINE HUCIIOIB30BATh MEPOPAIBLHO AANCOH IS JICUYCHUS
JCII, monyunnu xopounit 3pQeKT Ha Tpex ManueHTax, 0JHAKO 3Ta METOJIMKA HE MOJIy4yuIia
LIMPOKOTO pacnpocTpanenus [35].

CucTeMHO NPUMEHsAEMBIE TTIIOKOKOPTHKOCTEPOHIbl, HAIIPUMEP NPEIHU30JI0H, B CyTOUYHOM J103€
0,5 Mr/Kr Macchl Tela MOTYT KOHTPOJUPOBATh SMU30[bl  TSXKEIOr0 0OOCTPEHHS
[IATOJIOTUYECKOTO IPOLIEcca B OTIENbHBIX CIydyasix. TeM HE MEHEE BEpPOSITHOCTh PELUIMBOB
Mocje TPOBEACHHOTO JICYCHUS OYCHb BEIIMKA, @ MHOTOUYMCIICHHBIE IMOOOYHBIE 3(PQEKTHI
CHUCTEMHON TEepanuy TIOKOKOPTHUKOCTEPOUJAMH HAKJIAABIBAIOT 3HAUYMUTENbHbIE OrpaHUYCHMUS
Ha NMPOBEICHUE JaHHOW Tepanuu [24].

Taxxe umerorcst cooOuieHust 00 UCTOIB30BaHUH TIIMKONMUpPpoiaTa (TabaeTHpoBaHHONH (HOPMBI)
g nedenus JCII ¢ nenpto KOHTpOsl HaJ MOTOOTAEIEHUEM. DTO MpenapaT pacTUTEIbHOTO

MIPOUCXOXKACHUSI C AaHTHXOJIHMHEPTUYecKHM 3PdexTom. B oTiamume oT XMMHUYECKHX aHAIOTOB
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npemnapaT UMeeT KOPOTKUH Mepuo] MOTYBBIBEICHUS M, KaK CIEACTBHE, OKA3bIBACT MEHBIIICE
BIIMSIHME HA LIEHTPAIbHYIO HEPBHYIO cUcTEMY [36].

OnyOnukoBaHbl pe3yibTaThl ycnemHod Tepanuu JCII Hu3KMMH [103aMH  HaJITPEKCOHA
(TabnmetupoBaHHOW  (OPMBI), KOHKYPEHTHOTO aHTAarOHWUCTAa OMNMHOMJHBIX  PEILENTOPOB.
Hantpekcon ycTpaHseT meHTpaibHOE U Tiepudepudeckoe ACHCTBUE OMHOUAOB, B TOM UHCIE
SHJIOTEHHBIX SHIOPGUHOB. IlpuMeHsieMblii B HU3KHUX [03aX IMpemnapaTr MpOAEMOHCTPHPOBAT
BBICOKYI0 9(()EKTUBHOCT, ¥  yIy4YIIEHWE COCTOSHHS TPU HECKOJIBKHUX  Pa3ITUIHBIX
BOCIIAJIUTEBHBIX 3a00J€BaHUSX, BKJIOUas GuOpomuanruio, 6one3Hs KpoHa, permoHambHbII
00J1eBOI CHHIIPOM, XPOHUYECKHI 3y U paccesHHbI ckiepos3 [37]. B Huskux mozax (ot 1,5 mo
4,5 Mr) HANTPEKCOH MPOSBISIET Mapa0KcalbHbIe CBOMCTBA, BKIIOYAst IPOTUBOBOCTIAIUTEIHLHOE
u obe30ommBaromee. [lpennonaraercs, 4YTO, IEHCTBYS Kak aHTaroHWCT, HAJITPEKCOH,
Ha3HAYEHHBIH B HU3KUX [03aX, MPOSBISET YACTUYHYIO OJOKaTy W-OMHOWIHBIX PELENnTOpOB,
BBI3bIBasl CUCTEMHBIN aHANBIeTUUYECKHUI 3PPEeKT. DT OMUOUAHBIE PELIETITOPHI MPUCYTCTBYIOT B
KEepaTHHOLIUTAaX U YYacTBYIOT B MpoLecce pereHepanu. MoxXHO IpeArnoNoKuTh, YTO ACHCTBUE
Ha |-OMHOMJIHBIE PELENnTOphl KEPAaTUHOLMTOB B 0a3ajJbHOM CJIO€ SIUAEPMHUCA BbI3bIBAET
YCWJIEHHE KJIETOYHOW aJre3su M 3aXHUBJIEHUE KOXXKHBIX MOpaXEHUM, HaONI0AaeMbIX Yy
narueHToB ¢ JICIL. ITo mannbm O. Ibrahim u coast. (2017), mocne 4 mecsneB tepamuu y 90%
NAIMeHTOB HAOMIOAAeTCs TIOJIHOE pa3pelleHue MaTojoruueckoro mpomecca [38]. B
Poccuiickoit denepanuu HaAATPEKCOH BBIMYCKACTCS TOJIBKO B 1103¢ SO0 Mr, B CBSI3U C YeM
anpobupoBaTh ero 3¢ddexrtuBHOcTh y manueHtoB ¢ JICII ¢ ucmonp3oBaHMeM MaibiX /103 B
HACTOSAIIUN MOMEHT He MPEACTABISAETCS BO3MOKHBIM.

Taxke coobmaercs 00 uccienoBaHUM >PPEKTUBHOCTH MpenapaTa anpeMHIACT AT JCUCHHS
JCII y 3 >xeHImMH U 1 My>XYuHBI, IPOLIEAIINX JIeYeHHE U HaOIIoAaBIIuXCs B TeueHue 6—10
MecsiueB. [lopaxkenus: 3arparuBaiu noamblieyHsle obnactu (75%), cyOmammapusie (75%),
naxoBbie (100%), a Taxxe obmactu cruubl U men (50%). Bce mammentsl coobummu 00
YIIy4IIEHUH CUMIITOMOB CITycTsl | Mecsll OT Havajia Tepanuu anpeMumiactoM 1o 30 Mr aBask/sl
B CyTKH. Uepe3 6 MecsleB y MAalMEHTOB OTMEYAIOCh YJIYYIIEHHE CO CTOPOHBI MOPaKEHHBIX
Y4aCTKOB KOKH OT YMEPEHHOTO JI0 IOYTH MCUE3HYBIIETo MaTojiornyeckoro nporecca. OgHako
y 2 manueHToB uepe3 6—10 MecsleB JieueHUs Pa3BUIUCh OOOCTPEHHUS, U OHM MPEKPATUIH
TEpaIul anpeMUWIacTOM. Y OJHOM W3 IALMEHTOK pPa3BWICS PACIpOCTPAaHEHHBIM PELUAUB
3aboseBaHusl 4yepe3 | Mecsil rmociie OKOHYaHUS MOJYTOZOBOHM Tepamuu, M anpeMHIacT ObLT
Ha3Ha4y€H MOBTOPHO, YTO IMPHUBEJIO K YACTUYHOMY KOHTpOJIIO Haj 3aboseBanueM [39]. Hamu
OBLJIO TIPOBEICHO JieueHue manueHTKy 32 jet ¢ nuarno3om J[CII, ¢ anamHe30M 3a00eBaHus B
TE€YeHHe & JIeT, ¢ MOpPaKCHHEM IOAMBIIICUHBIX BIAIUH, JIEBOM HHPpaMaMMapHOW CKIAIKH,

BepxHel 1/3 mepenueit OpromHo# cTeHku. Jlo Hauanma MCCIEIOBaHHS TAIMEHTKA Moiydana


https://doi.org/10.25208/vdv16783

«BecTHUK 1epMaToJIoTuu U BeHeposorum». 2024, In Press. doi: https://doi.org/10.25208/vdv16783

JICUCHHUC MHOT'OKpaTHBIMU

(TIIOKOKOPTHUKOCTEPOUIaMH,

KypcaMH  TOINUYECKOH

aHTHOMOTHKAMU, (DYHTHIIMIHBIMU

KOMOWHHUPOBAHHOM

cpeicTBaMu

Tepannn

MECTHOI'O

NEeNCTBUSI), CUCTEMHBIMU AHTUOMOTHKAMM (TETpALUKIMHAMM), NEPUOAUYECKH — HHBEKIHUH

JTUIPOCTIaHA,

Ta0JIeTUPOBAHHBIN

TIPEIHU30JIOH. Oddexkr ot

Tepanuu

OBLI

HEMIPOAOJDKUTCIIBHBIM, MCKPCUHUAUBHBIC IICPUOAbI KPATKOBPEMCHHBI. ITarneHTke B KadecTBe

aHLTepHaTI/IBHOI\/JI TCpannun ObLIa OpeaIoOKCHAa BbIIICONMMCAHHAA CXEMa € HCIIOJIb30BAHUCM

npenapara anpeMuyiIacT B COOTBECTCTBUHU C PCKHUMOM JO3UPOBAHUA B MHCTPYKIHUH 110

ucronb30BaHuio mpenapara (mo 30 mMr aBakael B CyTKH). JlocTWyb XOTsI OBl YaCTHYHOTO

yiaydymeHuss CO CTOPOHBI

KOXKHOI'0O TIiponecca B TCUYCHHUC 3 MCCALCB HC YyHalOCh:

pacnpocTpaHeHHbIe, 0OpO3q4aThle, MECTAMH MOKHYIIUE OJIAIIKA COXPaHSIOTCS B 00JIAcTH

€CTECTBEHHBIX CKJIAOK M TJagkod koxu (puc. 4). [lanmeHTka OTKazaiach OT AaJIbHEHIIEH

Teparnuu.

MeTtobl cucTEMHOM Tepanuu, ucnoib3ytommuecs st neuenus ICII, npeacrasnenst Tadu. 3.

Taboauna 3. Meroanl cucremuoii tepanuu JICII [25]

Table 3. Methods of systemic therapy of BFP [25]

HeiicTByIo1iee BelIecTBO, IIpoao/KUTEIbHOCTH, Tepanuu, 3pdexkt ABTOpBI
MEeTOAUKA NMPUMeHeHHs

JIOKCHITUKITIH 100 mr | He menee 3 MecsaneB. 4 w3 6 manuenrtos | L. Le Saché

MepopaibHO B JIeHb, MOXKHO | IGMOHCTPUPYIOT  peuuauB B TeueHue | de

paccCMOTPETh BO3MOXKHOCTH | HECKOIBKUX /IHEH wim mecsieB, 2 u3 6 He | Peufeilhoux,

MOAECPKUBAIOIIECH TepaIuu 4 ey INBUPYIOT B TEUEHUE S JIET E. Raynaud,

HU3KOH 10301 A.
Bouchardeau

u coasT. [30]

Jlanicon mepBbie “2, HEACIU

100 wmr/cymymmanee — 50

Tepanus 6 mecsites. 1 U3 3 MaUEHTOB JOCTUT

HIOJIHOM PEMHCCHH C COXpaHeHHeM 3(dekra

D.J.
B.L. Johnson

Sire,

MT/CyT MOCJIE 3aBEPIICHHUS JICUCHUS (1971) [35]
AnutperyH 25 mr | Tepanus 6 MECSIIEB. 3HauntensHoe | M.b.
MepOPaIBLHO €KETHEBHO yIIy4lIeHue i crabunm3anus | JpoxauHa,
MaTOJIOTMYECKOTO MpoIecca C.B.
Komxkma

(2018) [25];
M.B.

Hpoxnuna,
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C.B.
Komkua

(2018) [31]

[pennuzonon 0,5 wmr/kr | [Ipu Tsoxenbix o0OCTpeHUSIX MOXKHO AocTHub | H. Arora u
MacCChI T€JIa B CYTKHU KOHTPOJIS B PSIJIE CIIy4YaeB coaBrt. (2016)
[24]
Merotpekcat 7,5 mr | Tepanus 16 Henenb E.M. Berger,
BHYTPUMBIILIEYHO H.L Galadari,
eKeHeIeTbHO A.B. Gottlieb
(2007 [34]

[{uknocnopuH nepopanbHbIN
TabJIETUPOBAHHBIN TIPHEM OT
2,8 1o 3,4 Mr/kr maccel Tena

B CYTKH

24 HEJIEIH. 3HaYNTENbHBIN penpeec
BBICBHITIAHUHM, yCTpaHeHue OQJIe3HEHHOCTH,
KCCynanmuu.  Puck  oGeCrpeHMs — mocie

IIPEKpaLIeHUs IpremMa

T. Helm
(2015) [12]

I'mukonupponat 1 Mr B JeHb
(pacTBOPUMBII IOPOIIOK ISt
IIEPOPAIBLHOTO npuema),
MECTHas

0,1% 1

Ma3b MOMETa30Ha
pasz/neHn u

MUHOLUKIMH (TIEpOpaIbHBIH,

YnqueHI/Ie uepes 1 MECALl JJIICUCHUA H

pemuccust uepe3 6 “MecsneB, MOOOYHBII

s ekt — KcepocTOMus

M.
Kaniszewska,
R. Rovner,
A.
Arshanapalli
u COaBT.

Ta0JICTUPOBAHHBIM  TIpHUEM) (2015) [36]
50 mr/cyt
Hantpekcon 1,5-4,5 mr/cyt/ [locne 4 mecsaueB tepanuu y 90% nanuentos | S. Cao, E.
(mepopayibHBIH, HaOI01aeTCs MOJIHOE pazpemenue | Lilly,  S.T.
TaOJICTHPOBAHHBIN HPUEM) MaTOJIOTUYECKOIO MpoLecca Chen (2018)
[37];
O. Ibrahim,
S.R. Hogan,
A. Vi mu
coast. (2017)
[38]
Anpemunact (mepopanbHbli, | Bce 4 mamumenra, nomywaBmux Ttepamuto, | J. Kieffer, F.
TaOJICTUPOBAHHBIH ~ TPUEM, | OTMETWIIM  yiydlieHne cumnromoB depe3 | Le Duff, H.
o 30 mr 2 paza/cyT) MecdIl OT Havasa Tepanun. Yepes 6 mecsueB y | Montaudié u
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MaIMEHTOB 0TMEUaJIOCh 3HAYUTEIbHOE | cOoaBT. (2018)
yIy4IIeHUE WU TOYTH TOJHOE pazperieHue | [39]

MMaTOJOIrHYCCKOT O IMpouecca

Duzuomepanegemuueckue mMemoosl

W3 ¢usnorepaneBTUYECKUX MPOLEAYp NPUMEHSIOTCS Y3KOIMOJIOCHAs yJIbTpaHuoIeTOBAs
dotorepanus b, nazepnas abnauus, AepMadpasusi, MOBEPXHOCTHAS JTydeBasi Tepamnusi.
COz-nazep. Uz-3a permausupyromero xapakrepa JCII u orcyrctBust 3¢dQextuBHOro u
0€30IMacHOTO JICYCHHS, TOCTYITHOTO JUISl TMAIIMEHTOB, IMMOUCK ONTHMAIBHBIX TEPANEBTUUICCKUX
METOIUK mpojoipkaercs. CBeroBas u  yasepHas Ttepanua aig  JCII  mokaszana
MHOT000EIIAIIINE Pe3yNbTaThl B HECKOIBKHUX COOOIEHUSX, HauOolee YCIMEUIHbIe OTYETHI
obutn TipencraieHsl mo COz-nazepy [40, 41]. B maHHBIX HCCIeIOBaHUSAX Ja3epHYIO abISAIUIO
npoBoauau 1 wim 2 paza. B mepBom uccnenoBanuu ydacTBoBajia | mamnueHTtka ¢ 15-imeTHum
ctaxkeMm 3abonieBanus. [locne oHOKpaTHOM abIAMK MO OOIIMM HAPKO30M YIAlI0Ch JOCTHYb
pemuccun Ha 6 mecsiueB [40]. IlocrabnaunoHHass TUCTONMATONOTHS 4Yepe3 3 Mecsla Mocie
MPOLEAYPHI TTOKAa3ada HEMOBPEKICHHBIN SMMHUIESPMHC C TIOBBIIICHHBIM (PHUOPO30M COCOYKOBOTO
CJIOS IEPMBI C COXPAaHEHHBIMU MPUJATKAMH KOXH. BO BTOPOM HCCII€IOBaHMM Yy4acTBOBAJIO 8
MAlUEeHTOB, y 6 U3 KOTOPBIX OBUIM JOCTUTHYTHI YAOBJIETBOPUTENIbHBIE PE3yIbTATHI.
Knunuueckoe yiyuiieHue HaOmromanoch Oosnee ueMm B 75% mnopaxkeHHOM obnactu y 4
narueHToB U B 50-75% obmnactu y 2 manueHToB. DPEeKT IeUeHHUs COXPaHSICS ¢ TeUYCHHEM
BpeMeHH. Y 2 TAalMeHTOB TMPOIeCC PEIHIMBUPOBAN (CPOKM HE yKa3aHbl), BTOPOM CeaHC
teparuu CO2-1a3epoM aan xoporwid oTBeT. [To60o4uHbIe 3P (EKTH 3apeTUCTPUPOBAHEI HE OBLITH,
KpoMe HeOOJIbIITUX N3MEHEHHI TEKCTYPhI KOKH U MUTMeHTanuu [41].

AJleKCAHAPUTOBBIH,  THOAHBINI " IpOueBbIit Jiazepsbl. HWcnonp3oBanue Kak
aJIEKCaHJIPUTOBOTO, TaK U 1uoaHoro yasepos npu JACII Henoctatouno nzydeno. Mmeercs ogun
OTYET O JICUCHUHU AJICKCAaHAPUTOBBIM JIa3epOM, Korja ObUIa JOCTUTHYTA HEMPOJIOKUTEIbHAS
pemuccus nocie 18 npouenyp [42].

Jvonueiii mazep ¢ JuMHON BoMHBI 1450 HM sBisieTcst O6one3HEHHBIM U Hed(DPEeKTHUBEH mpH
neuenuu JICII, X0Ts yMeHbIIIEHHE TOTOOTEIICHUS U 3amaxa OblI0 JOCTUTHYTO [43].

DpOueBbIi JTa3ep cUUTACTCs JIydIel aabTepHATHBOM abnsuonHo# Tepanuu CO2 u3-3a JJTHHBI
ero BOJHBI (2,94 MKM), KOTOpas MoOTJia TIO3BOJIUTH DSIHTEIUAIbLHOE HWCIapeHue 0e3
Ype3MEPHOT0 TEPMHUYECKOTO MOBPEKICHUS U 00pa3oBaHUA PYOIOB, OJHAKO KOJIMYECTBO
WCCIICIOBAaHUM W YHCJIO TPUHSBIIMX B HUX Yy4YacTHE MAIMCHTOB CIIMIIKOM MAaJIOYMCIICHHBI,

YTOOBI Jcj1aTb OJHO3HAYHBIC BBIBOJIHI. HpOI/ISBOZ[HTCH ABC HMITYJIbCHBIC O6pa6OTKI/I, 3a
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KOTOPBIMH CIIeyeT OJHa 00paboTKa B peKMME YaCTHMYHOTO TMEPEKPHITHSA. 3aKUBICHUE PaH
3aHumaetr B cpenHeM 10-12 gmei. Omumcanbl 2 ciaydas OpUMEHEHHs 3pOMEBOro jasepa: y
OJTHOTO TaIMeHTa OblIa TOJHAS PEMHUCCHSI, Y BTOPOTO — YaCTHYHASI PEMHCCHUS C PEIINBOM
Ha Kpasx oOpaboTaHHBIX ydacTKoB. Hukakux moOo4YHBIX 3()PEKTOB, MOMUMO 0OJIE3HEHHOCTH
MpoLeayp, OTMEUEHO He ObLIo [44].

B oxgnoMm uccnenoBanuu 7 nauueHtoB ¢ JICII neqnnn uMIyJabCHBIM Ja3epoM Ha KpPacuTeNe C
JUTHHOU BOJIHBI 595 HM. [IsTh mponieryp mpoBOAMIOCE C UHTEPBAJIOM OT 2 10 4 Heaenb. OauH
MAlUEHT MPEeKpaTui jeueHue BBUAY Hed(D(EKTHUBHOCTU. Y NBYX APYTUX MAIMEHTOB OYaru
ucye3nu 6e3 peuuanBa. OcTanbHbIE UYETHIPE MCMBITATN PA3IUYHYIO CTENEHb YIYYIICHUS C
peunauBoM uyepe3 1-6 mecsues. [Ipeamonaraercs, yTo Tepanus HUMITYJIbCHBIM JIa3€pOM Ha
KpacUTENAX MOXET YIYyYIIUTh 3aXHUBJICHHE pPAaH 3a CYET YBEJIWYEHHUS KoJulareHa W
TE€HEpaJIN30BaHHOTO PEMOJICTIUPOBAHUS AEPMBI [45].

doTtoguHaMUYECKass Tepanusi He MPOAEMOHCTPUPOBANIA 43HAUYNMOIO YIYULIEHUSI TEUYEHUs
3aboneBanus [46, 47]. Coobmaercs o 5 mammentax c¢ JCILI, mpomenmmx oauH ceaHC
(GboTONMHAMHYECKOW TEpanuu C HCHOJIH30BAHUEM , MECTHOH METHIAMHHOJIEBYJIUHOBOM
KHUCJIOThI, HAHECEHHOM MO/ OKKJII03UI0 Ha 3 4. VMcHoib3oBayics KpacHbIA CBET, 37 I{}K/CM2 B
TedeHue 7,5 MuH. Bce mamnueHThl UCHBITHIBAJM THUEKOMGOPT B TeueHue 3—4 Hemenb mocie
MPOLEAYPHI, U TOJBKO Yy OJHOTO MAalMeHTa HaOMI1aJ0Ch KIMHIYECKoe yiy4nienue. Hukro u3
MAIMEHTOB HE U3bSABUJI JKEJIaHUE TOBTOPSTH JICUCHHE.

B 2022 r. H.C. Wulf u coaBT. onmy0jiuKoBaii 0OHAAS)KUBAIOIINE JaHHBIE TI0 3P (EKTUBHOCTH U
6e3omacHoctu Metona tepanud MEI], 0CHOBaHHOTO HAa MPUMEHEHUH MTOBEPXHOCTHOM JTy4eBOM
tepanuu [48]. B wuccnegoBanum ydacTBoBasio 13 manuMeHTOB, KOTOpble moiydanu mo 20
KUJIOBOJIBT; 8 (hpakuuii o 2 rpes B TeueHue 1 1nukia, ¢ odmiei 10301 16 rpeil B kax10M IUKIe
nedeHus. [lafueHTBI OJTYIH OT 1 10 6 IIUKIIOB JIeUeHUsI ¢ 00pabOTKO# OoT 1 10 5 OTACIBHBIX
y4acTKOB Tesa B KaskaoM nukie. [llectpaecar aBe oTaenbHble 00acTu Tena ObUTH 00paboTaHbl
C IOMOUIBIO MOBEPXHOCTHON JIy4e€BOU Tepanuu. B pe3ynbraTe BCe NalUEHThI JOCTUTIIN ITOJTHOU
JUINTENbHON PEMHUCCHM, ONPENENsIeMON KaK OTCYTCTBHE peluauBa B TEUYEHUE MepHoja

HaOJIIOeHIs HE MeHee 12 MecsIeB.

3akiarovenue

HecmoTpst Ha MHOTOUYMCIIEHHBIC MTyOJIUKAIIUU O TIOTBITKAX, MPEANPUHUMAECMBIX ISl ICUCHUS C
WCIIOIb30BaHUEM HOBBIX cxema u mnpenapatoB, JICII Ha cerogHsmHWil A€HH OCTAaeTCs
HEU3JIECYUMbIM 3a00JeBaHHEM. YUHUTHIBas H3yYEHHbIE B HACTOsIEe BpeMsi MHOrooOpa3Hble

MCXaHHM3MBbl BO3HHUKHOBCHHA JaHHOI'O 3a6OJIeBaHI/I$I, OTKPBIBAOMIUECCSA BO3MOXKHOCTHU JIA
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MOMCKA HOBBIX METOJMK STUOTPOINHOM M MATOT€HETHMYECKOW TEepanuu Ha OCHOBAHUH
HMMEIOIINXCS COBPEMEHHBIX CBEJACHUI BEChbMa aKTyallbHBI.

[IpencraBineHHbli B CTaTh€  CHUCTEMATH3WPOBAHHBIM  AHAIW3  OMNbITA  MPUMEHECHUS
Pa3HOOOpa3HBIX METOAMK Tommueckor u cuctemHoi tepanuu JICII maeT BO3MOXHOCTH
MPaKTUKYIOIIMM BpayaM B 3aBUCUMOCTH OT CTENEHU TSKECTH, PacHpOCTPAHEHHOCTH U
XapakTepa pelUIUBUPOBAHMs 3a00JIeBaHUs TIEPCOHATM3UPOBAHHO TOJOUTH K TEparuu
JAHHOTO TOPHUIHOTO K TMPOBOAMMOM TEpamuu JepMaro3a C Y4ETOM OTCYTCTBHSI €IMHBIX
KIIMHAYECKUX PEKOMEHIAIMI M0 BEACHUIO TaKOTO pojaa mNanueHToB. [lonck m obcyxneHue

HOBBIX MCTOIHK TCPAIIUU IIPOJOJIZKAKOTCA.
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Puc. 1.1 Knunnueckune mnpossnenns npu JCII: cumMOToM «MO3roBBIX H3BWIHMH» B
nH(ppamMaMMapHO# o0yracTy (a); opakeHHE B 00JIACTH aKCHIUTAPHBIX (6) U MMaX0BO-0€IPCHHBIX
CKJIQJIOK (8); TJIaJIKOW KOKH CITMHBI (2), OKOJIOMYTIOYHOM CKJIaJKHU U 1IeH (0)

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

umbilical fold and neck (0)
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. Q
Puc.1, 6. [lopaxkeHne akCHIUTAPHBIX CKIIAJIOK \(

Fig.1, b. Lesion of axillary folds
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Puc. 1, B. [lopaxkenue B 007aCTH axoBO-0€; @ X CKJIAJI0K
Fig.1, c. Damage of inguinal-femoral folds

Puc. 1, r. [TopaskeHue rinagkoi KOXKu CIIMHBI

Fig. 1, d. Damage to the smooth skin of the back
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Puc. 1, . Ilopaxkenue oKoJIOMyNOYHON 00JIACTH | IIEU \,

Fig. 1, e. Lesion of the umbilical region and neck

Puc. 2. [I10CKOKIJIETOYHBIN paK KOKH IOJOBOTO YJIEHA y
nanuenTta ¢ JICII

Fig. 2. Squamous cell carcinoma of the skin of the penis in a
patient with BFP
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Puc. 3. INanment 1., 42 roga, crpagatommii  [ICII B Teuenue 15 ner. Oyar nopakeHus Ha
KOXK€ aKCHJUIAPHOHN 00JacTu cripasa, 210 (a) U CIyCTs MECSI IOCe BHYTPUKOKHOTO BBEICHUS
50 EJl 6orynorokcuHa (6). OTMeuaeTcs pacrnpoCTpaHEHHE MAaTOJOTHYECKOTO Ipoliecca Ha

paHee HEeIopaXCHHYI0 KOXKY B 00JIACTH IPYy.IU CIIpaBa

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 (¢) and a month after intradermal
administration of 50 units of botulinum toxin (6). The spread of the pathologica cess to

previously unaffected skin in the chest area on the right is noted

A

e

Puc. 3, a. [lopaxkenne akCIIIsIpHON 001aCcTH A0 TEpaNuu OOTYIOTOKCHHOM

Fig. 3, a. Lesion of the axillary region before botulinum toxin therapy
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Puc. 3, 6. AkcuutsipHast 006JacTh uepe3 MECSI] Mocjie BHYTPUKOKHOTO BBeJeHUs 50
EJl GoTynoTokcMHA C pacrnpoCTpaHEHHEM Ipoliecca Ha paHee He MOPAKECHHYIO
obsacTh rpyau

Fig. 3, b. Axillary region one month after intradermal administration of 50 units of
botulinum toxin with the spread of the process to a previously unaffected breast

arca

Puc. 4. Ilammentka f., 32 roga, crpangatomas [CII B Teuenune 8 ner. Ouaru mopakeHUs B
AKCWIISIPHBIX 00JIACTAX, JIeBOH MH(ppaMaMMapHON 0O0JacTH, Ha MepeaHel OpIOIIHONW CTEHKE
(a). IIpencraBneH naToaoruyeckuil nmporecc 10 (0) u ciycts 3 Mecsia Teparuy anpeMuIacToM
(6). OTmeuaercsi pacmpocTpaHEHHE MaTOJIOTHYECKOTO Ipoliecca Ha paHee HEMOpPaKEHHYIO
KOXXy B 00J1aCT! TpyIH, OTCyTCcTBUE 3(p(peKTa Ha mepBOHAYATHHO MOPAKESHHBIX YIaCcTKaxX

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 (g).
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The spread of the pathological process to previously unaffected skin in the chest area is noted,

the lack of effect in previously affected areas

B R o
Puc. 4, a. [Taunentka ¢ JICII 1o Tepanuu anpeMuiIacToM

Fig. 4, a. A patient with BFP before apremilast therapy

anuentka ¢ JICII 1o Tepanuu anpeMuiacToM

Fig. 4, b. A patient with BFP before apremilast therapy
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: ‘

Puc. 4, B. OTCYTCTBI/IG pe3ysibTaTa TCpaIluu arpeMmniIaCToM B TCUCHHUC 3 MCCALCB

Fig. 4, c. No result of apremilast therapy for 3 months

d
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