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060cHoOBaHHe. JIMHEIHbINA MOPOKEPATO3 — PEAKUI TWUI NOPOKePaTo3a, reHETUYECKM AETEPMUHUPOBAHHOE HapyllueHue
MeBasIOHaTHOro nyTv B KepaTUHoLMTax. XapaKTepmu3yeTcs BbICOKMM PUCKOM Pa3BUTHS 3/10Ka4€CTBEHHbIX HOBOOBPa30BaHMA
(N/I0OCKOKNIETOYHbIN paK, 6a3abHOKIETOYHbIN paK, 60/1e3Hb boyaHa, menaHoma). [laToreHeTudecKoe ieyeHme He paspa-
60TaHo. OnucaHMe KIMHu4YecKoro cay4as. [layneHT K., Bo3pacT 8 /1eT, BbiCbiNaHUsl C NepBbIX AHEN nU3HU. C BO3pacTtom
BbIChINaHMs PacnpoCcTPaHUINCk Mo BceMy Teny. Ha ¢poHe npuema auntpetnHa B Jo3npoBKe 10 mr/cyT cnycts 3 Mec oTMEYEH
0JIOXKNUTE/IbHBIN 3(OEKT B BUAE perpecca 4acTu BbiChbinaHMi. 3aKkno4eHune. [1oka3aH Moa0KUTEIbHbIN 3POEKT 1e4eHUs
JIMHENHOrro rnopokeparto3a aunTpeTnHoMm. OfHaKO Mo-MpexHeMy aKTyasbHbIM OCTaeTCsl OnpefeseHne CTaHAapTHbLIX CXEM
Jie4eHus nopoKeparosa.
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OBOCHOBAHME HUPOBAHHbIM MOBEPXHOCTHbIM MOPOKEPATO3, NOPOKEPaTO3

lNMopoKepaTto3 — peakoe 3aboneBaHuWe ayTOCOM- Munbennu, NMHENHbIA MOPOKEPaTOo3, IPYNTUBHLIM AUcCce-
HO-JOMMHAHTHOrO TUMa, MpOTeKallee € HapylleHem MWHWPOBAHHbLIA MOPOKEPATO3, NaJOHHO-NOAOLWBEHHbIN
KepatuHusauuu [1, 2]. PasznnyaloT AMCCEMUHUPOBAHHbLIN ONCCEMMHUPOBAHHBLIN NOPOKEPATO3, TOYEYHbIM MOPOKe-
MOBEPXHOCTHbIA aKTUHWYECKUIM MOPOKEpaTo3, AMCCEMMU- paTo3 [3, 4].
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Generalized Linear Porokeratosis in a Child: Case Study

Background. Linear porokeratosis is a rare type of poroceratosis, genetically determined disorder of mevalonate pathway in
keratinocytes. It is characterized by high risk of malignant neoplasms (squamous cell carcinoma, basal cell carcinoma, Bowen's disease,
melanoma). There is no pathogenetic treatment. Case description. Patient K., 8 years old, had rashes from the first days of life. The
rashes have spread all over the body with age. Positive effect in partial regression of rashes was noted after 3 months on acitretin
administration at dosage of 10 mg/day. Conclusion. The positive effect of linear porokeratosis management via acitretin has been
shown. However, the definition of standard treatment regimens for porokeratosis remains relevant.
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

JINHEeNHbIN NOPOKepaTo3 ABASETCS OAHUM U3 Hanbonee pea-
KMX TUMOB NMOPOKepaTo3a, ero PacnpocTpaHeHHOCTb COCTaBNSET
1 cnyvan Ha 200 Tbic. YenoBek [4]. YacTo 3aboneBaHne gebio-
TMPYET MMEHHO B AeTCKOM Bo3pacTe [5—7]. OgHaKko onucaHbl
W cnyvyau pas3BWTUS JIMHEMHOrO MOPOKepaTo3a B CTapllem BO3-
pacte [3, 4]. [laToreHe3 NMHENHOro NopoKepaTo3a 06yCNOBNEH
reHeTUYECKU AETEPMMHMPOBAHHLIM HapylleHWem MeBanoHaT-
HOro NyTW B KepaTuHouuTax [8, 9]. Tpurrepamu pasBuTms 60n1e3-
HW BbICTynatT ynsTpadpuonetosoe o6sydyeHune [10], UMMyHoCy-
NpPeccus, HEKOTopble NIeKapCTBEHHbIE MpenapaTbl, BUPYCHbIE
MHPeKUMM [11-13]. Ang AMHENHOro NOPOKEPaTO3a XapaKTepeH
BbICOKMM (Y 11-19% 60nbHbIX) PUCK Pa3BUTUS 310KaYECTBEH-
HbIX HOBOO6Pa30BaHMM (MNOCKOKNETOUHbIN paK, 6a3anbHoKIIe-
TOYHbIM pak, 6onesHb boyaHa, menaHoma) [14, 15].

JINHENHDBIN NOPOKEpPaATO3 pPa3BMBAETCA Ha KOXEe KOHeY-
HOCTEN M O06bIYHO MMEET JIOKaNM30BaHHbIM XapakTep. Jlnuo
W FreHUTanunm nopaxatTtca peako [4]. HeTunuyHbiM BapMaHTOM
60ne3HU 9BNSETCHA reHepannidoBaHHas ¢opma [3, 4]. Mpwu aep-
MaTOCKOMUYECKOM UCCNEAOBaHMMU BbIBASIOTCH KEPATUHOBLIN
06040K C ABOMHbIM Kpaem [16, 17], TOYEYHble UK IMHENHbIE
COCyAbl, CBETNI0-KOPUYHEBAs MUIMEHTaLMs, MHoraa Habnoaa-
eTcs LeHTpanbHasa 6enas obnactb pybueBanusa [2, 12, 18].
Ba)KHbI TMCTONOTMYECKMM NaTTepH — poroBas MaacTUHKa,
npefcTaBNeHHas NapakepaToTMYECKUM CTONGUKOM, COMPOBO-
W}Aaawlwmmes atpodUyHbIM 3epHUCTBIM cnoem [19]. C yyeToMm
KNMMHUYECKON KapTUHbI HEo6XxoaAMMO MNpPoBOAUTL ANddEpeEH-
UManbHyl0 AMArHOCTMKY C BOCNanMUTENbHbIM NMHERHbIM Bep-
PYKO3HbIM anuaepmasnbHbiM HeBycoM (ILVEN), auckepato3om
[apbe, Ncopnasom, TMHEAPHbLIM NOPaXKEHUEM Mpu cUHAPOME
HefepXaHus nurmenTa [20].

Huxke npeactaBneHO OMUCaHWE KAMHWYECKOro cnyyas
JIMHENHOrO MopoKepaTo3a C Lefbio AEMOHCTpaLUU 0COBEH-
HOCTEN K/IMHMKKM, naToreHe3a W TaKTWKW BeAeHUs BGONbHbIX
C JaHHOW NaTofiornen.

KNIUHUYECKHUIA NPUMEP

O naumeHTe

MauuneHT K., BO3pacT 8 net, rocnutanan3npoBaH C »Kaso-
6aMu1 Ha pacnpocTpaHeHHbIe BbICbINaHMS.

Puc. 1. MaumeHT K. KoXKHbI NaTonornyeckunin npouecc npu noctynieHnm
Fig. 1. Patient K. Skin lesions at admission

AHamHe3 60s1e3HM. CO C/TIOB POAUTENIEN N COTNACHO Meau-
LIMHCKOW OKYMEHTAaL MK, BbICbINaHWS Ha TYJIOBULLE M KOHEYHO-
CTSIX HabNAAI0TCA C NEPBbIX AHEN KU3HU, NALMEHT NleYeHuns
He nonyyan. C BO3pacTOM KOMMYECTBO 3/1IEMEHTOB YBENUYM-
Ba/iOCb, B CBA3M C 4eM poauTenun obpatununcek B HUN getckown
nepmatonornn HMWL, 3gopoBbs aetent (MockBa), rae B BO3-
pacte 7 net pebeHKy 6bli yCTaHOBAEH AMarHo3: «JIMHENHbIN
nopoKepaTos, reHepannM3oBaHHblM». B CBA3U C TAXKECTbIO
3a60neBaHUs U HE3PDEKTUBHOCTLIO TEPANUKM ObITI0 PEKOMEH-
[I0BaHO CTalMOHApPHOE NleyeHre ¢ nocneayouen nHuumaum-
el CUCTEMHOW Tepanuu peTuHougamu. o rocnutanuaauuu
nauueHTy 6bina Ha3HavyeHa Tepanus MEeCTHbIM PEeTUHOWAOM
(apananeH, kKpem 0,1%) — 6e3 adpdeKTa.

AHaMHe3 XM3HM. PeGeHOK OT nepBon 6epemMeHHOCTH,
npotekaBwen 6e3 natonorun. PopopaspelueHne ecTe-
CTBEHHbIM nyTeM. lpu poxaeHun macca tena — 3450 r,
onvHa Tena — 51 cm, no wkane APGAR — 7/8 6annos.
Annepruyeckme peakuuu, Co CNOB poauTenen, He Habito-
Janncb. JIeKapCTBEHHYD HEenepeHoCMMOCTb POAMTENU He
oTmeYyanu. MNpodunaktmyeckme NpuMBMBKM — MO BO3PACTY.
Poc v pasBuBasncs B COOTBETCTBMM C BO3PACTOM.

Ceme#nHbIN aHamHe3. O6a poanTens KOXHbIMK 3abone-
BaHWAMMU He cTpajaloT. bankaniume poacTBEHHUKK (6abyLL-
KW, AedyLKn), CO CNoB poauTenen naumeHTa, 4epmaTonoru-
YECKMX NaTONOrM1 HEe UMENu.

®dusnKanbHana aMarHocTUKa

KOXHbIM NaTonorMyecKkmi npoLecc MMen pacrnpocTpa-
HEeHHbIN XxapaKTep, O6bln NpeacTaBNeH MHOXEeCTBEHHbIMM
o4yaramu nopakeHusi B Buae HebonblKnx 6MsLLEK cepoBaTo-
KOPMYHEBOr0 M MEAHO-KPaCHOro LiBeTa HenpaBuIbHON dop-
Mbl, PACMONOXEHHBIMU MO NMHMAM BnawkKo, B LleHTpanbHOM
Yyactu 6ngwek — atpoodus. Mo Kpasm 6asweK oTmedancs
KOpMYHEeBaTbll POroBOW BasiMK, 3aK/IIOYEHHbIN B XENoOOK,
BbICTynaloowmi B BuAe rpebelika. HekoTopble M3 o4yaros
UMENN OKPYIble U NTNHEWHbIE oYepTaHus. JTokann3oBanauchb
Ha KOXXe NiMua, TynoBuwa M KoHeyHocTen. CyOGbeKTUBHbIE
cumnTombl oTcyTctBoBanu. BSA (body surface area — nno-
Wwajb nopaxeHHon nosepxHocTv Tena) — 39% (puc. 1).

MpumeyaHue. KoxHbIM NpoLiecc reHepannM3oBaHHbIi, NPeAcTaBneH rmnepKkepaTtoTMHecKMMU BnsllKaMmu, PacnoNoXeHHbIMU IMHENHO BAONb NMHUIA
Bnaluko Ha Koxe nuua (A), Tynosuua (b) U KoHeyHocTew (B).
McTouHmK: MypalkvH H.H., 2025.

Note. Skin lesions are generalized represented by hyperkeratotic plaques located linearly along Blaschko lines on the skin of the skin (A), body (B),

and limbs (B).
Source: Murashkin N.N., 2025.



Mpn npoBeAeHWN LEepPMaTOCKOMNMU OBHAapPYXeEH Kepa-
TUHOBbLIM 06040K (poroBas njaacTUHKa), WMelLWnn
2 KanMbl, aTPOdPUYHbIA LEHTP MNOpPa)KeHUs OEeMOHCTPU-
poBan 6enyio 06/1acTb C KIY60OYKOBbIMM WM TOYEYHbLIMMU
cocygamu (pwuc. 2).

MpoBegeHa 6Guoncua ¢ Mocneaylolwmm ructonornye-
CKMM wuccnegoBaHveM. OTMeueHbl runepkepaTos, ¢on-
NIUKYNSPHBIA  TMNepKepaTosd, nanuanomaTtos (puc. 3).
DONAMKYNAPHBIA TMNEpKepaTo3 No TUMy «POroBol npob-
Kn» nNpeacTaBfieH napakepaTtoTUYECKUMU CTONBMKaMM.
Y ocHOBaHus POroBOM MaacTMHKM HabnlogalTcsd BaKyo-

Puc. 2. MaumneHT K. lepmatocKonuyeckoe nccneaoBaHme npu
NOCTyNNEHUN
Fig. 2. Patient K. Dermatoscopic examination at admission

lNpumeyarne. HabnogatoTcs KepaTMHOBbLIM 06040K (poroBas
nnacTUHKa), rMobysbl, TUrMeHTHas ceTb. ATPODUHECKUIA LIEHTP
ropaykeHns AeMOHCTPUPYET 6enyio 061acTb ¢ KIy6O4KOBbIMMU,
TOYEYHBLIMU U U3BUAUCTLIMU COCYAAMM.

McTouHMK: MypalwKkuH H.H., 2025.

Note. Keratin rim (keratin plate), globules, and pigmentation are
observed. The atrophic lesion center shows white area with
glomerular, dotted, and tortuous vessels.

Source: Murashkin N.N., 2025.

NIM3UPOBAHHbIE [UCKEPaTOTUYECKUE KIETKWU. YTonlleHne
WWMNOBATOro C/l0s BbiPaXEHO yMepeHHo. B 6asanbHoM
cfoe anuaepmmuca OTMEeYaloTCs BHYTPUKIETOYHbIA OTeK
KepaTUHOLIMTOB, MOBLILEHHOE COAEep)KaHWe MenaHuHa.
Mon 6a3anbHbiM CIOEM — MEPUBACKYIAPHbIE TMCTUONUM-
dounTapHble MHOUALTPATLI C MPUMECHIO MenaHodparos.
B COCOYKOBOM c/lioe AepMbl 6a30GUAUA KOMNareHoBbIX
BOJIOKOH. Cocy/ibl PacCIUMpPEHbI, CTEHKU HEKOTOPbIX yTOLLE-
Hbl. 3aK/to4YeHne: MOpPhOIorMYecKas KapTuHa MOMXKET COOT-
BETCTBOBAThL MOPOKEPATO3Y.

MpepBapuUTenbHbIA AUArHO3
JIMHEWHbIV NOPOKepPaTo3, reHepanM30BaHHbIN.

[AvHaMmuKa u ucxopabl

B ycnoBusax ctaunoHapa Ha OCHOBaHWW aHaMHecTu4e-
CKMX U KIMHUYECKMX AaHHbIX Gbl BbICTaBAEH KIMHUYECKUIN
amnarHo3: «JIMHEWHbIM MOPOKepaTo3, PacnpOCTPaHEHHbINy,
Ha3Ha4yeHbl CUCTEMHas Tepanus npenapatoM auuTPETUH
B fo3unpoBke 10 mr/cyT B TeyeHne 10 cyT M HapyxHas
Tepanus amoneHtamu. Ha ¢oHe nedveHne Habnoganacb
NoNOXMUTENbHAsA AMHAMWKA B BMAE YNNOLWEHWS BbICbIMaHUM
W perpecca HEKOTOPbIX U3 HUX (BSA — 27%).

Mpn BbINMCKE PEKOMEHAOBAHO MPOAOIKUTL Tepanuio
auMTpeTMHom B go3upoBke 10 Mmr/cyt He meHee 1 roaa;
perynsipHoe WCMnosb30BaHME 3MOJIEHTOB M YBAAXHSAIOWMX
CTUKOB AN19 ry6 Ana NpodUNaKTUKKM Pa3BUTUS KCEPO3a KOXKMH,
XennuTa Ha GoHe NpMema CUCTEMHbIX PETUHOMAOB, NPU pas-
BUTUM CyXOCTM a3 — odTanbmMoNorMyeckme npenapatbl
C rManypoHOBOM KUCNOTOM MK rMa3Hble Kanin UCKYCCTBEH-
Has cnesa 0,5%.

MporHos

[MporHO3 [ans BbI3AOPOBJIEHUS He6naronpuUaTHbIN.
3aboneBaHne xapaKTepu3yeTcsl BbICOKMM PUCKOM Maur-
HU3aLUmK.

BpemeHHas wkana
KntoyeBble cO6bITUA pPa3BUTUSA GOME3HM Yy MauueHTa
C IMHENHbIM NOPOKEPATO30M MPeACTaB/iEHbl Ha puUC. 4.

Puc. 3. Matomopdonormyeckne nposiBieHnsa MMHenHoro nopokepato3a. OKpacka reMaToKCUAMHOM U 303UHOM
Fig. 3. Pathomorphological signs of linear porokeratosis. Hematoxylin and eosin staining
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Mpumeyanne. A (X40) — GONUKYNAPHBIA TMNEPKepPaTo3 Mo TUMy «POrOBOM MPOGKW», YMEPEHHO BbIPaXKEHHbIN aKaHTO3 W NanuanoMaTos,
B COCOYKOBOM C/0€ AePMbl CKYAHbIE NepUBACKYNspHble rucTmonumdoumTapHble MHGUNbTpaThl; b (X100) — GONNUKYASPHBIA TMNepKepaToa no Tuny
«POroBOK NPOGKK» (0603HAYEHO CTPENKOW), MOA HUM — BaKyOlM3WPOBAHHbIE AWCKEPaTOTUYECKHE KEePATUHOLMTDI.

Note. A (X40) — follicular hyperkeratosis, “keratin plug” type, moderate acanthosis and papillomatosis, slight perivascular histiolymphocytic
infiltrates in papillary dermis; b (X100) — follicular hyperkeratosis, “keratin plug” type, (indicated by arrow), vacuolized dyskeratotic keratinocytes
under it.
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Puc. 4. NaumneHT K.: XxpoHONorusa passutus 601e3HU, KNtoYeBble COGbITUS

Fig. 4. Patient K.: disease course, key events

MposBneHve nepsbix
BbICbINaHW B BUAE
6nsileK Ha Koxe
TynoBuLLa
N KOHeYyHocTen

focnutanusaumsa B CTaLMoHap,
Ha3Ha4yeHue CUCTEMHOM Tepanumn —
aumnTpetnH 10 Mr 1 pa3 B CyTKH,
peKOMeHA0BaH Kypc
He MeHee 1 roga

MoBTOpHas rocnuTanMsauns
N5 OLLEHKM KITMHUYECKOro
addeKTa, NPUHATUE pelleHuns
0 JanbHeWLeNn TaKTUKe
BeAEeHUs nauneHTa

YBenvyeHve Konnyectea
3/1eMEHTOB HE3ABUCHMMO
OT BO3JeNCTBUSA
COMHEYHbIX Ny4yen

OBCYXAEHMUE

Mpn nopokepato3e OTMeYalTCs MyTauuMuM B JIOKycax,
naeHtuobumumnpyemblx Ha 12, 15, 16 n 18-n xpomocomax,
a Takke deHomeH Mo3auuuama [3, 8]. C nameHeHusmu
B YKa3aHHbIX JIOKycax CBfidaHbl 60ne3Hb [Japbe, ncopuas
n apyrue 3a6oneBaHus, NPOTEKaIOLWME C HApYLLEHNEM Kepa-
TUHU3aUuK [3]. PeHoTUNUYecKMe NPosiBNEeHUs NMOpoKepaTo-
3a MOryT 3aTpyAHWTb MOCTaHOBKY AMarHo3sa, B CBSI3W C YeM
NMoKa3aHO reHeTMYEeCKOe TECTUPOBAHMUE.

HapylieHne KepaTvHM3aUWW NpPU NOpPOKepaTo3e CBS-
3aHO C TFePMUHaNbHbIMW W/WUAN COMATUYECKUMMU MyTa-
UMsMU B reHax meBasnoHaTHoro nytn (MVK, PMVK, MVD
n FDPS) [21, 22]. NMpu n3meHeHunsax B reHe MVK nopaxxeHus
KOXM 6onee 06LIMPHbIE, HEXKENN NMPU UBMEHEHUSAX B reHax
PMVK, MVD w FDPS [8]. MeBanoHaT-KMHa3bl K Apyrue
depMeHTbl MEBANOHATHOIO MYTHU Y4acTBYIOT B GMOCUHTE3E
M30MPEHOMAO0B, KOHEYHbIM MPOAYKTOM KOTOPbIX ABASETCS
xonectepuH [10]. Bcneacteue CHUMXEHUSA NPOAYKLMK Xone-
CTEPUHA U HAKOMIEHUS TOKCUYHbIX METABGONNTOB Habto-
JatoTcs yCKopeHue nponndepaumm u aTunnYHbii anonTto3
KepaTtmHouuToB [10].

[aToreHe3 NMHENHOro NopoKkepaTto3a OObACHAT rUMo-
Te3oi KHyacoHa 0 ABYX «ygapax», UAun ABYX NocneaoBaTenb-
HbIX MyTaLMax: NepBas — B KIETKax 3apo/blleBON JIMHUMU,
BTOpasi — B COMATMYECKMX K/IETKax noa BO34eWCTBUEM pas-
JINYHbIX GAKTOPOB B 3MOGPUOHANBHOM WM MOCTHATallbHOM
nepuoge [10, 23]. YKa3aHHasa runotesa MMeeT OrpaHn4yeHus,
CBSiI3aHHblE C HEAOCTATOYHbIM KOIMYECTBOM AAHHbIX O reHe-
TMYecKnx dakTopax, 4YTto 06ycnoBnvBaeT HeOo6XOAMMOCTb
OanbHENLWNX UCCneaoBaHui B 3Ton obnactu [9].

daKkTopamu pucka (Tpurrepamu) pas3BUTUSA JIMHENHO-
ro nopokepatosa SBNAKTCA ynbTpapuoNeToBoe Mu3ny4e-
Hue [10], nmmyHocynpeccusa [11, 13], HeKOTOpble neKap-
CTBEHHble npenapaTbl (MHIMOGUTOPbI daKTopa HEKpo3a
onyxonu anbda, rMagpPoKCMMOYEeBUHA, NPEAHU30M0H, dypo-
cemua, ONYKNOKCaUMNIUH, TEHTaMULUMH, TEMO3010MUA,
cypamuH, 6eH3on) [10, 12, 13], BUpyCHble MHPEKL MK (BUPY-
Cbl NanuaIoOMbl YenoBeKa, NPOCTOro repneca, renatuta C,
nMMyHogebuumMTa Yenoseka) [12].

Mpn nedyeHnMrM nopokeparto3a MOMHbIM PErpecc BbiChbl-
naHWM B pes3ynbrate Tepanuu gocTturaetca B 16% cnyda-
eB [3]. B xoge cuctemaTnyeckoro o630pa, BK/IOYABLIErO
oueHky 504 ncenefoBaHui, NpoaHanM3npoBaHbl BapuaHThbl

7 net 6 mec

7 net 9 mec 8 net 1 mec

Cwm. MporHos

Mpuem npenapata B Te4yeHue
3 Mec B ambBynaTopHbIX YCIOBUSX,
oTMeYanacb NnoNoXuTenbHas
[MHaMWKa B BME 4aCTUYHOMO
perpecca BbiCbiNaHu

Tepanuu pas3nnyHbix Gopm nopokepartosa [24]. Y 60MbHbIX
C NIMHENHbIM NOPOKEPaTO30M MpenapatamMu BbiGopa ABAS-
OTCA CUCTEMHbIE U MECTHblE PETUHOUABI AN CTabunnsauuu
NPOLLeCCOB KepaTuHMU3aLUUK. TaKKe NONOKUTENbHbIN 3D dEKT
Obl1 MPOAEMOHCTPUPOBAH NPU MECTHOM NPUMEHEHUU Kallb-
uMnoTpuMona, UMMKBMMOAA M nazepoTtepanuu [23, 24].
MomMuMO 3TOro, ob6a3aTeslbHbIM ABASETCH 3allMTa KOXKK OT
yneTpaduonera nytem MpUMEHEHUS KOCMETONIOMMYECKUX
CPefcTB C COMHUe3awuTHbIM dakTopom [25]. B onucaH-
HOM HaMW KIMHWYECKOM cry4yae MoKa3aH NOSIOXMTENbHbIN
3bOdEKT NeYeHUs NMHENHOro NopoKepaTo3a auMTPETUHOM.
MccnefoBaHma B 3ToM 061acTM He UMEIOT BbICOKOIO YPOBHS
[oKazaTenbHOCTU. [lo-NpexHemMy OTCYTCTBYIOT CTaHAapThbl
Nle4eHns Taknx 60NbHbIX, B TOM YUC/Ee M MO NPUYMHE OTCYT-
CTBUSI Pe3yNbTaToB PaHLOMU3UPOBAHHbBIX KOHTPOAMPYEMbIX
nccnegoBaHu adbeKTUBHOCTM 1 6€30MacHOCTU UCMONb3ye-
MblIX B HacTosiLLee BPeMS JIEKapCTBEHHbIX cpeacTs [15].

lMporHo3 npu nopokepaTo3de ocTaeTcs HebnaronpuaT-
HbIM. Yawe Bcero Ae6ioT 3/10Ka4eCTBEHHbLIX HOBOOGPa30-
BaHWM Habnogaetcs npu NnuHenHon dopme 3abosieBaHuUd
[3, 12]. B coyeTaHuuK ¢ reHepanrM3oBaHHbIM NOPaXKEHUEM,
ONUTENbHBIM U TAXeNblM TeyeHnem 3aboneBaHus PUCK
ManurHusaumm Bo3pacrtaeT [3, 12]. [lo HEeKoTopbIM AaH-
HbIM, MPW IMHEMHOM MOPOKEepPaTo3e PUCK BapbupyeT OT
11 po 19% [14, 16]. OaHaKo Henb3s UCKIOYaTb, YTO MPU-
BelEHHble OLLEHKN pWUCKa NOABEPIKEHbI CUCTEMaTUYEeCKOoM
OWKMOKe B CBA3K C PETPOCMNEKTUBHbLIM XapaKTepoM BbINon-
HEeHHbIX UCCNefoBaHUM U HebONbWUMKU BbiGOPKaMu. B aTon
CBS13M NaLMeHTaMm C IMHENHBIM MOPOKEPaTO30M NOKa3aHbl
€)XXeroaHble 0OCMOTPbI C LieNiblo PaHHEero BbISBNEHUSA Manur-
HM3auuu [14, 16, 26].

3AK/TIOYEHUE

JInHEWHbIK NOpoKepaTo3 — peakoe 3aboneBaHue
C YHUKaNbHbIMU KIMHUYECKMMU U AEepPMaTOCKOMNUYECKUMU
npuadHakamu. MNaTtoreHe3 3aboneBaHUs CBS3aH C FeHeTu-
YECKUMW HapyLleHUIMU MeBaNoOHaTHOrO MyTU W BbICOKUM
PUCKOM pPasBUTUSA 3/10KAYECTBEHHbIX HOBOOGPa30BaHWUM.
BbICOKMI PUCK ManurHMaauuu npu gaHHon naTtonoruun Tpe-
OyeT OT Bpayew MOBbIWEHHOr0O BHUMaHWA B OTHOLIEHUU
[MarHoCTUKKN Oonyxonen KoxKu. Heobxoanmbl paHAOMU3NPO-
BaHHbIE KOHTPOIMPYEMbIE UCCIEA0BaHNS A5 ONpeaeneHuns
TaKTUKK Tepanuu.



WHOOPMUPOBAHHOE COIJIACUE

OT 3aKOHHOro npeactaBuTeENs nauMeHTa MoJlyYeHOo
nMcbMeHHoe MHPOPMUPOBaAHHOE [0OGPOBONbLHOE cornacue
Ha ny6AMKauMmio OMMCaHUSA KIMHWYECKOro cnyvas M M306-
pa)eHWN nauuveHTa B MeAMLMHCKOM XypHane, BKI4Yas
€ro 3/IEKTPOHHY0 Bepcuio (Aata noanucanusa: 13.03.2025).
06beM nsobpaxkeHum (Nybnnkauusa dotorpadurm nuua 1 naxo-
BOM 06/1aCTU) C 3aKOHHbIM MPEACTaBUTENIEM COMNacoBaH.
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Patient’s legal representative has signed written informed
voluntary consent on the publication of case description
and patient’s photos in medical journal (electronic version
included) (signed on 13.03.2025). The images content
(publication of the face and groin area photos) has been
acknowledged with the legal representative.
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