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MospHAA KoxHaa nopdupus.
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AHHOTAUWA

Mo3aHAA KoxkHaa nopdupus npeacTaBnAeT cobon peKoe LepMaToNornyeckoe 3aboNeBaHUe, XapaKTepu3yeMoe Xpo-
HWYECKMM TeYEHWUEM W MOABNIEHNEM Ha KOMe NOf BO3AEMCTBMEM YNbTPadMONeTOBOr0 U3Ny4eHUA H0Ne3HEHHBIX My3bIPHbIX
3/1IEMEHTOB, J1I0KaNM30BaHHbIX NPEMMYLLECTBEHHO HA OTKPbITBIX y4acTKax Tena. M3BecTHo, YTo pasBuTMe noppupumn npu-
MepHo B 1/3 ciyyaeB HOCUT CEMEMHBIA XapaKTep U MOXKET bbiTb CBA3aHO B TOM YMCIIE CO 3/10ynoTpebneHneM anKorons,
BO3ecTBMEM BEH3MHA U [PYruX TOKCUYHBIX BELLECTB, KypeHueM, HannumeM BUY-uHdeKLMK, BbICOKMM YPOBHEM Kenesa
B OpraHu3Me W NoparKeHneM neyveHn BUPYCHbIM renatutoM C. KnioyeBbiM 3BEHOM naToreHesa no3fgHen KOXHOW noppu-
PUM CYUTAETCA HapyLieHWe GYHKLMM 0OHOM0 U3 GEPMEHTOB B KNETKAX MeYeHM, NPUHMMAIOLLMX Y4acTUEe B CUHTE3E reMa
yponop$upuHoreHaeKkapboKcunasbl, YTo BbI3bIBAET HapyLUEHWE MUIMEHTHOr0 06MeHa C NOBLILLEHHOM aKKyMynALMel B op-
raHuaMe Nop¢pMpuHOB, KOTOPbIE OTKNAAbIBAIOTCA B KOME M BbICTYNAIOT B Ka4eCTBE 3HAOMeHHbIX (OTOCEHCMOMIN3aTOpOB.

B kauecTBe BcnoMoratesibHOro UHCTpYMeHTa A epeHLManbHON AMarHoCTUKM NPy NOAO3PEHUM HA NO3HIOK KOMKHYIO
nopdupwuio, Kpome cbopa NogpobHOro aHaMHe3a, CnedyeT YTOYHUTL HanuyMe NaTOrHOMOHUYHOMO CUMMTOMAa — M3MeHe-
HMe OKpacKu Mo4M, MOCKOJbKY HaKoMneHue nopdupuHa B OpraHU3Me B HEKOTOPbIX Cly4anX MOXET U3MEHUTb LBET MOYM
Ha KPacHOBAaTO-KOPUYHEBBLIN. [IpyrMM MHCTPYMEHTOM CHYHUT BUOMCUA KOXM, KOTOpan 06bI4HO NoMoraeT npu anddepeH-
LManbHOM AUarHOCTUKe.

B Tepanuu nosgHemn KorHoOM nopdupum, KpoMe nedeHUs BUPYCHOro renatuta C, UCMonb3yloT HU3KME [03bl TMAPOK-
cMxnopoxuHa. HecMoTpa Ha To uTo 3aboneBaHue He NOAAAETCA MOSHOMY M3NIEYEHMIO, €0 TeYEHWE MOXKHO YCMELLHO KOH-
TPONMpOBaTh. B 3T0M CBA3M CBOEBPEMEHHAA AMArHOCTHKA NO3AHEN KOHKHOM NopdupumM No3BonsAeT 0becneynBaTb KOHTPOMb
Hap 3aboneBaHMeM. YCTpaHeHWe W NleYeHUe KOXHbIX NPOABIEHWIA 3aKNI0YaeTCc B NepPBOCTENEHHOM YCTPaHeHUM Tex dak-
TOPOB, KOTOpble CNPOBOLMPOBaM 0bocTpeHne 3aboneBaHmA. TakMM NauMeHTaM TpebyeTca HOLeHWe 3alUTHOW OLEMbI,
OrpaHuyeHne BO3AEWCTBMA COMIHEYHOr0 CBETA MO Mepe BO3MOMHOCTM, TaK KaK Ha CEroAHALHWA [eHb CPeAcTB, Cylie-
CTBEHHO CHUMAIOLLMX YPOBEHb NOPGMPUHA U BOCCTaHABNMBAIOLMX GePMEHTaTUBHYI0 HEAOCTaTOYHOCTb YPONOpdUPUHOTeH-
[eKapboKcunaskl, He CyLLecTBYyeT.

AKTyanbHo MoneKynapHo-reHeTUYecKoe TeCTUPOBaHME C Liefbio MOCeayHoLero CHAKEHUA pUCKa pasBuTUA 3abonesa-
HWA Y NOTOMCTBA, ANA Yero TpebyeTca orpaHMYeHVe GaKTOPOB, CHUMKAIOLMX YPOBHU U aKTUBHOCTb yponoppupmHorenae-
KapboKcunasbl.

Mouck n paspaboTka 3¢eKTUBHLIX NpenapaToB ANIA NeYeHUsA NO3AHEeNA KOXKHOWM nopdupuM NpoLonKaeTcA BO BCEM
MWpe.

B cTatbe npeacTaBneH KMMHUYECKMIA CIy4ait NO34HEN KOKHOM Nopgupnm y naumeHTa Ha GpoHe XpoHuUYecKoro renaruTa C.

Knio4eBble cnoBa: nopaxeHnsa KOXK; NO3OHAA KOMKHAA NOPPUPKA; KITMHUHECKUIA CITyYaid.
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Case Report

Clinical case of porphyria cutanea tarda
Anna V. Motorina, Nadezhda V. Palkina, Vladimir A. Khorzhevsky, Yulia A. Fefelova

Professor V.F. Voino-Yasenetsky Krasnoyarsk State Medical University, Krasnoyarsk, Russian Federation

ABSTRACT

Cutaneous porphyria tarda is a rare skin disease characterized by a chronic course and the appearance of painful vesicular
elements on the skin, localized mainly in open areas of the body under the influence of ultraviolet radiation. It is known that
the development of porphyria in about a third of cases is familial and can also be associated with alcohol abuse, exposure
to gasoline and other toxic substances, smoking, the presence of HIV infection, high iron levels in the body and liver damage
with viral hepatitis C. A key link in the pathogenesis late cutaneous porphyria is considered a violation of the function of one of
the enzymes in the liver cells involved in the synthesis of heme — uroporphyrinogen decarboxylase, which causes a violation
of pigment metabolism with increased accumulation of porphyrins in the body, which are deposited in the skin and act as
endogenous photosensitizers.

As an auxiliary tool for differential diagnosis in case of suspicion of late cutaneous porphyria, in addition to collecting a
detailed anamnesis, it is necessary to clarify the presence of a pathognomonic symptom — a change in the color of urine,
since the accumulation of porphyrin in the body in some cases can change the color of urine to reddish-brown. Another tool is
a skin biopsy, which usually helps with differential diagnosis.

Inthe treatment of late cutaneous porphyria, in addition to the treatment of viral hepatitis C, low doses of hydroxychloroquine
are used. Although the disease is not completely curable, its course can be successfully controlled. In this regard, timely
diagnosis of tardive cutaneous porphyria allows for control of the disease. The elimination and treatment of skin manifestations
consists in the primary elimination of those factors that provoked the exacerbation of the disease. Such patients need to wear
protective clothing, limit exposure to sunlight as much as possible, since to date there are no means that significantly reduce
the level of porphyrin and restore the enzymatic insufficiency of uroporphyrinohendecarboxylase.

Molecular genetic testing is relevant in order to further reduce the risk of developing the disease in offspring, which
requires limiting factors that reduce the levels and activity of uroporphyrinohendecarboxylase.

The search and development of effective drugs for the treatment of late cutaneous porphyria continues all over the world.

In the present paper we present a clinical case of cutaneous porphyria tarda associated with hepatitis C virus infection.
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BBEOEHWUE

CoBpeMeHHble UCCNeA0BaHUA MOKa3bIBalOT, YTO pas3Bu-
Tue 3aboneBaHWA MO3QHEN KOMKHOW MOpGMpUK 3a4acTyio
CBA3aHO C NEYEHOYHOWM HEOCTATOMHOCTbIO, @ MMEHHO C Ha-
PYLLUEHWEM aKTUBHOCTM MEYEHOUHOM0 QepMeHTa yponopu-
pUHOreHaeKapboKcunasbl.

Hauano 3aboneBaHuAa peructpupyetcA B [OBOJIbHO
3penoM Bo3pacte. My:KcKoi Nof, Hannume BUPYCHOro re-
natuta C, BUY-uH¢erumm, 3noynotpebneHme ankoronem,
M36bITOK Kenesa B OpraHM3Me MOBbLILLAIOT PUCK Pa3BUTUA
3aboneBaHWA, TaK Kak YKa3aHHble (AKTOpbl HanpAMylo
CHUXKAIOT ypoBeHb yponopdupuHorenaekapbokemnasel [1].
[laHHbii  depmeHT npeBpawaet yponopdupuHoren |l
B KonponopdupwuHoreH lll, 4to ABNAETCA 0AHUM U3 3TanoB
cuHTe3a reMa [2]. HegoctatouHocTb (pepMeHTa NpuMBoaMT
K HaKOM/IEHMIO B KOXE NPOM3BOAHBIX NOPGUPUHA, KOTOpbIe
cBA3bIBalOTCA ¢ 6enkoM TSPO, onocpenyiowmM aHTUOKCK-
AaHTHble npouecchl [3].

Mpn oKkvcneHUn Npou3BOAHbIX MOpPUpMHA nog BO3-
LEeNCcTBMEM YNbTPaMoNeToBOro M3NyvyeHUA Bbi3bIBAETCH

o

Puc. 1. MopakeHne KoM KUCTEN pyK.
Fig. 1. Skin lesions of the hands.

Puc. 2. JluHeitHoe otnoxenue IgG v IgM Baonb 6asanbHon MeM-
6bpaHbl; IgA — cBeyveHus Het. x50.

Fig. 2. Linear deposition of IgG, IgM along the basement
membrane; IgA — no luminescence. x50.
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Poccuickmia sypHan
KOH{HbIX 11 BEHEPMYECKMX DOMe3HEN

aKTMBALMA MacTOLMTOB U WX LerpaHynauma ¢ ¢popMupo-
BaHMEM cneumduyHbIX ANA 3Toro 3aboneBaHuA ny3bipei
Ha OTKpbITbIX y4acTKax Kowu [4]. Opyrum cneuymyHbIM
M3MEHEHWEM MPU NO3JHEN KOXHOW nopupun ABnAeTCcA
pa3BuTUe runepTpuxo3a [5]. CpaBHUTENBHO HEOOLIYHOE OC-
norHeHWe 3aboneBaHWA — pasBUTME NCEBLOCKNEPOAEp-
MWM C XapaKTepHbIMU U3MEHEHUAMU KOMIMOHEHTOB BHEK/1E-
TOYHOr0 MaTPUKCA, B YAaCTHOCTM YBEIMYEHWNEM COAEPHaHUA
Ko/nareHa B KOXe npecTepHanbHowm obnactu [6, 7].
Tepanua paHHoro 3aboneBaHWA 3aKmio4aeTcA B Ha-
3HaYEeHUN HU3KWX {03 FMOPOKCUXIIOPOXMHA, NPUMEHEHUN
COJHLie3aLUMTHBIX CPeACTB, Tepanyu BUpycHoro renatura C.

ONUCAHUE KTUHUYECKOI0 CIYYAA

0 naumeHTe

MauwmenT Y., 1980 roaa poxkaenun, B nioHe 2021 roga o6-
paTuncA K AepMaTosiory C »anobaMm Ha Ny3blpy Ha KOMKHbIX
MOKPOBAX, [ON0 3aXUBAIOLLMX Ha OTKPbITHIX Y4acTKax Tena.

[lpu ocMompe: Ha OTKpbITLIX y4acTKax Tena, a UMEeHHo
KUCTAX PYK, NULE, LLIEe MMEIOTCA MHOMECTBEHHbIE BE3UKYTIb
U Bynnbl C NpU3HaKaMK aTpoduu, runep- U rUnonUrMeH-
Taumu (puc. 1). Co cnoe 6onbHoro, ¢ 2011 roga ctpagaet
BMpYCHBIM renatutom C.

{

e ey
Puc. 3. PesynbraThl MMCTOXMMWMYECKOTO MCCNEA0BaHUA KOXKM:

OTNIOMEHWUA TMANMHA B BEPXHEW YaCTU AepMbl U YTONLLEHHBIX
CTeHKax Kanunnapos. x50.

Fig. 3. Results of histochemical assay of the skin: hyaline deposits
in the upper part of the dermis and thickened capillary walls. x50.

Vo e

Puc. 4. LIVK-peakuma ¢ aMacTason: B CTEHKAX COCYL0B BbIABMEHDI
LLIMK-nono-uTenbHble gMacTasope3ncTeHTHble Belectsa. x100.
Fig. 4. Periodic acid-Schiff reaction with diastase: PAS-positive
diastase-resistant substances were detected in the vessel walls.
x100.
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Ha ocHoBaHMM aHaMHe3a, KIMHWUYECKUX NpOABIEHUN
W nabopaTopHbIX UCCNENO0BaHWIA, @ TaKKe pe3ynbTaToB na-
TOMOP(ONOrMYeCKOro MCCNefoBaHNA NaLMEHTY BbICTaBEH
pnarHo3: «[lo3gHAA KoxkHaA nopdmpuma». PekoMeHO0BaHO
HabnlofeHue renatonora 1 TepanesTa.

Pe3ynemamel ¢u3uKkansHo2o, 1abopamopHo20 U UH-
CmpyMeHmansHo2o uccnedosaHus. Mpu NOCTaHOBKe pe-
aKkuMM MMMYHOGNIOOpECLEHL MM OMNpeaenseTca JIMHen-
Hoe oTnoxeHue IgG, IgM Bponb 6asanbHoit MeMbpaHbl.
B peakumsax c aHtutenamu IgA cseveHus Het (puc. 2).
MpyM  rUCTOXMMMYECKOM WCCedoBaHUKM 0BHapyHeHbl
cybanupepManbHble My3bipy, COCTOALLME U3 Manogud-
(GepeHUMpoBaHHbIX GprbpobNaCcTOB; B BEpXHEN 4acTh aep-
Mbl M YTONLLEHHBIX CTEHKaX KanuaaAapoB UMEIOTCA OTo-
¥eHWA rnanuHa (puc. 3). B cTeHKax cocynoB BbIABMEHB
LUMK*-nonoxmTenbHble OMACTa30pe3UCTEHTHBIE BELLECTBA
(puc. 4).

Juggeperyuanshbili duaeHos. [laHHasa natonorua Tpe-
byet auddepeHUManbHOW ANArHOCTURM € ByNNE3HBIM 3NK-
LEPMONIM30M, 3K3eMon, bynnésHon Gopmoi MHOropopm-
HOM 3KCCYAATMBHOW 3pPMTEMbI, CUCTEMHOM CKNEPOAEPMUEN.
B naHHoM cnyyae pelualolinM ABNAETCA pe3ynbTaT uccre-
L0BaHUA Ha NOPGUPUHL.

AHanus Mouu Ha o6Lume NopdUpUHBI NONOHUTENBHBIN.

Ucxod u pesynsmamesl nocnedytowjeeo HabodeHus.
0 ganbHewLweM COCTOAHWMM NauMeHTa MHPOPMaLMK HeT.

OBCYHOEHUE

B KauyecTBe BCnoMoraTtenbHOro WMHCTpyMeHTa audde-
PeHLManbHOWM AMarHOCTUKU NpU NOAO3PEHWUU Ha MO3LHIOKW
KOMHyl0 nopdupuio y naumeHTa, KpoMe cbopa noapobHoro
aHaMHe3a C TLaTeNbHbIM PaccnpocoM 0 nbbix pakTopax
BOCMPUMMYMBOCTM, 06CYXKAOAEMBIX BbILLE, TAKWUX KaK anKo-
rofb, KypeHue, BO3LEWCTBAE XMMUYECKUX BELLECTB, Crie-
LYeT YTOYHUTb HanMyme MaTOrHOMOHWYHOTO CUMMTOMa,
a UMEHHO U3MEHEHME OKPacKky MoYM, MOCKONBbKY HaKomne-
Hue nopdvprHa B OpraHM3Me B HEKOTOPbIX CIy4anAX MOMET
M3MEHWUTb LiBET MOYM Ha KpacHOBaTO-KOPUYHEBBINA. Kpome
TOr0, MOYY, KPOBb M CTYN NaLMEHTa MOXHO AONOSIHATENBHO
UccnefoBaTh Ha NPeaMET BbIABIEHWA NOBLILLEHHOTO YPOBHA
nopdupuna [8].

[pyruM MHCTPYMEHTOM CITy*KUT B1OMCKA KoMK, KoTopas
06bI4HO He TpebyeTcA ON1A AMArHOCTUKM JaHHoro 3abone-
BaHWA, HO NoMoraeT npu auddepeHUManbHON GUarHoCTyM-
Ke. lpn 3TOM B NMTepaTypHbIX MCTOYHUKaX coobluaeTcs,
UTO pesyNbTaToM [aHHOr0 WCCNEA0BaHWUA MPU KOMHBIX
nopgupuAX, KaKk NpaBmno, ABAAETCA FUCTONOTMYECKan Kap-
TMHa cy63nnaepManbHbIX My3bIPer U OTIOHEHNA UMMYHHBIX
KoMnneKcoB [9], 4TO COOTBETCTBYET MMCTONOMMYECKOM Kap-
TUHE pe3ynbTaTtoB HMONCMM NauMeHTa B MpeAcTaBEHHOM
KIIMHWYECKOM CITyyae.

* Peakuwma LLUndd-nogHon KMCnoto — KorHaA npoba, NpeasoeHHan
aBcTpuiAckuM neamatpom B. Schick (1877-1967), npumeHseman ans oueH-
KM BbIPareHHOCTN MECTHOW pearLmM.
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KpoMe o6wmnx pekoMeHaLMiIi, KOTOpbIMK ABAAIOTCA
usberaHvie Bo3eiCTBUA YNbTpadUONETOBOMO U3fTyYeHMA
(3aWMTHBbIE KPeMbl; HOLIEHME OAEeMAbl, 3aliMLialoLLel
0T BO3JeNCTBMA YNbTPadMONeToBOro U3NyyeHus), orpa-
HUYEHWE NonafaHuA B OPraHnN3M TOKCUYECKUX BELLECTB,
orpaHuyeHue ynoTpebneHna ankorond, AaHHoMy 6osib-
HOMY MOKa3aHO Ha3HayeHWe ruppokcmxnopoxuHa [1].
PekoMmeHfoBaHa KoHCynbTauuA Bpava-MHPEKLMOHUCTA
ONA pelleHWs BOMpoca O Tepanuu BUPYCHOrO renmatu-
Ta, TaK KaK NporHo3 3aboneBaHMA MO3QHEW KOMHOM
nopguMpun OCNOMKHAETCA HaNMUMEM OAHHOMO UHPEKLM-
OHHOro 3aboneBaHuA. BarkHO 0TMETUTb, YTO MaToreHes
YXyOLEHNA TeYEeHUA no3gHerd nopdupumM C ComyTCTBY-
fowmnM renatutoM C cBA3aH He CO CHUXKEHWEM aKTMB-
HOCTM (EPMEHTOB, @ C MPAMbIM MOBPEMOEHUEM KIIETOK
neyvenm [10].

HecMoTpa Ha To, uTo nop¢upum — pepakas rpyn-
na MeTaboNMYecKMX HapyLIEHWA, KoTopble MOryT 6biTh
KaK YHacnefoBaHHLIMM, TaK U NpUMOBPETEHHBIMK, AaHHOE
3aboneBaHue B HacTofLlee BpeMA npuobpeTaeT bonbLuoe
3HauyeHWe, TaK KaK 0XBaTbiBaeT MHOTME COLMANbHO-TU-
TMEHNYECKMe BOMpPOCHI: BAIMAHME HA OpraHM3M YernioBe-
Ka npodeccroHanbHbIX BpegHOCTEN, HbITOBLIX PaKTOpOB,
BPEeOHbIX MPUBbIYEK U T.0.

B cBA3u ¢ 3TMM Heobxoamumo obcyauTh npoBoLMpy-
loLLee AeACTBUE aKOroMA Ha HApYLIEHHbLIA NOpPGUPUHO-
Bbl1 06MEH, 4TO [aET BO3MOMHOCTb NPABMIBLHO OLEHUTDb
ponib 3TOr0 BeLlecTBa B MaTOreHe3e MO3JHEN KOMHOM
nopdupun. HecMoTpA Ha To, YTO ITUNOBBIN CMUPT He AB-
NAETCA UCTUHHBIM, @ TONBKO IULLb NPOBOLMPYIOLLMM Me-
YEHOYHbIM MopdupuHoreHoM, 3aboneBaHne noppupuen
y vy, ynoTpebnAlwWwuX ankoronb, npoTekaeT 6onee
TAMXENo. 310 06YCNOBNEHO TaKMKe TEM, YTO NpU ynoTpe-
6M1EHUUN aNKOrOfIbHLIX HANWUTKOB MPOMUCXOAMUT CHUMKe-
HWEe YPOBHA rencuiMHa U yBeNMUYMBAETCA BCacbiBaHWe
wenesa [11].

3ARJTIOYEHUE

YcTpaHeHWe M NeveHne KOMKHBIX MPOABNEHUI 3aKNioYa-
eTCA B NepBOCTENEHHOM YCTpaHeHWUM TeX GaKToOpOB, KOTopbIe
cnpoBsoLypoBany obocTpeHune 3aboneBaHuA. TakuM naum-
eHTaM TpebyeTcA HOLLEHWE 3aLLMTHOW 0feMabl, OrpaHuye-
HWe BO3QEWCTBMA COMIHEYHOr0 CBETA MO Mepe BO3MOMHO-
CTW, TaK KaK Ha CerofHALIHUN AeHb CPeACTB, CYLLECTBEHHO
CHUMKAIOLLMX YPOBEHb NOPGUPUHA M BOCCTaHABNMBAIOLLMX
depMeHTaTMBHYI0 HEOCTAaTOMHOCTb YponopdupUHOreHae-
KapboKcMnasbl, He CyLIecTByeT.

AKTyanbHo MoneKynApHO-reHeTUYeCKoe TeCTUpoBaHue
C Lenbio NOCNeayloLero CHAMKEHUA pUCKa pasBUTUA 3a-
boneBaHuA y NOTOMCTBA, ANA Yero TpebyeTcA orpaHUYeHne
$aKTOpOB, CHUMKAIOLLMX YPOBHU M aKTUBHOCTb Yponopupu-
HOreHaeKap6oKcunassbl.

B oTHOLLEHMM NeYeHna NOUCK U pa3paboTka apdeKTuB-
HbIX MpenapaToB NPOAOIIKAETCA BO BCEM MUpe.
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AOMOJIHUTENBHO

UcTouHuk ¢uHaHcupoBaHMA. ABTOpbI 3aABNAIOT 06 OTCYTCTBUM
BHELLHero puHaHCMpOBaHWA NP MOArOTOBKe CTaTby.

KoHdnuKT nHTepecoB. ABTOpLI [JeKNapupyiOT OTCYTCTBME ABHbIX
W NOTEHUMANbHBIX KOHQIMKTOB MHTEPECOB, CBA3AHHLIX C MybNMKa-
LMeN HaCcTOALLen CTaTby.

Bknap aBTopoB. A.B. MomopuHa — aHanu3 AaHHbIX U WHTep-
npeTaumA pe3ynbTata, Hanucanwe ctatem; H.B. lankuxa, B.A. Xop-
JHCescKul — MOMyYeHve, aHanM3 [aHHbIX U WMHTepnpeTaums
pe3y/bTaTa, BHECEHWE B PYKOMUCh BaXHOW MPaBKM C LieMblo Mo-
BbILUEHMA Hay4HOW LieHHoCTW cTatbk; K0.A. Qegpenosa — wHTep-
MpeTaumA AaHHbIX, BHECEHWE B PYKOMUCb BawHOW npaBku. Bce
aBTOpbI NOATBEPKAAIOT COOTBETCTBME CBOEMO ABTOPCTBA MEMAY-
HapoaHbIM kpuTepuaM ICMJE (paspaboTka KoHuenumm, nofaroTos-
Ka paboTbl, 00bpeHue duHabHOM Bepcum Nepes nybinKaumen).
Cornacue nauuenTa. llaumeHT JobpoBonbHO nognvcan uHbopMm-
POBaHHOE Corylacue Ha NybnMKaLmMio NepcoHanbHON MeaULMHCKOM
nHdopMaLmm B 06e3nnyeHHoW dopMe B HypHane «PoccuiAckui
PKYPHAN KOMHBIX 11 BEHEPUYECKMX BONE3HEw».
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