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POAI) AOMEHOB OeAKa ACCMOFACI/IHa—S B ITATOI'€HEIC HYSI)Ip‘IaTKI/I

© Kapamosa A.3.*, 3HameHckas J1.0., Tupbko E.B., Yukn B.B., Kyknnna E.C.

[0CYaAPCTBEHHbIIN HAYYHbIIl LEHTP A8PMaTOBEHEPONOrAM 1 kocMeTonorin, Mocksa, Poccus

lMy3bipyaTka — 3TO rpynna ayTOMMMYHHbIX 6YNne3HbIX 4epMaTo30B, MOPaXKaroLLmnX KOXY U/Mnu
CNN3ucTble 060M104KKU, C NOTEHUMANbHbBIM NleTanbHbIM UcXoooM. Hanbonee 4acTtom KNMHNYECKOM
dhopMon aBNAeTCH ByNbrapHas nysbipyaTka, KoTopas xapakTepusyeTcs LMpKyMpyoLwmnMm

B KPOBM U (hKcnpoBaHHbiMK B anugepmunce IgG, HanpasneHHbIMK NpoTnB gecmornenHa-3 (Dsg3)

npw NOpaxxeHnn cnnancTbix o6onoyek n gecmornenHa-1 (Dsg1) npu nopaxeHuun koxu. BHekneto4dHas
yacTtb Dsg3 coctout na natm gomeHoB (EC1-ECS5), koTopblie o6ecneynBaloT Kpenkyro agre3uio
npunerawLwmx apyr K gpyry Mosiekyn cocefHux knetok. Onuncana saxHas ponb Dsg3 1 ero otaenbHbIx
BHEKJETOYHbIX AOMEHOB, npexpe Bcero EC1 1 EC2, B uHnynaumm ayToMMMYHHOIO npouecca

1 popmMMpoBaHUM KNMHU4Yeckoro doeHoTuna 3abonesaHns. BapnabensHOCTb NATOreHHOCTU aHTUTenN

B 3aBUCMMOCTHU OT UX [OMEHHOM CNeundu4yHOCTU MOXET ObITb UCMONb30BaHa B Ka4eCTBe Mapkepa
OLIEHKM MporHosa 3aboreBaHuns, a TakxXe OTKpbIBAaeT HOBbIE BO3MOXHOCTW ANs pa3paboTKu TapreTHbIX
TepaneBTUYECKUX cTpaTerum.

Knto4yeBble crnoga: ByNbrapHas nysbipyartka; gecMmorneuH-3; pomen; lgG

KOHMNUKT MHTEPECOB: aBTOPbI AeKNApUPYIOT OTCYTCTBME SIBHbIX U MOTEHUMANbHBLIX KOH(DIIMKTOB MHTEPECOB,
CBA3aHHbIX C Ny6nnKaunen HacTosALEN CTaTbu.

MCTOYHMK PUHAHCUPOBAHMS: pyKONUCh NOArOTOBEHA U ONYy6/IMKOBaHa 3a CHET (OMHAHCUPOBAHUSA MO MECTY
paboThbl aBTOPOB.

Insa untnpoBaHms: Kapamosa A.3., 3HameHckas J1.0., Mpbko E.B., YukuH B.B., KyknuHa E.C. Ponb gomeHoB
6enka gecMmornenHa-3 B natoreHese ny3bipyatku. BecTHuk gepmartonorum n seHeponorun. 2025;101(4):10-16.

doi: https://doi.org/10.25208/vdv16899 EDN: gxlbys

BecTHuk gepmaTonorum n BeHeponoruum. 2025;101(4):10-16 H
T. 101, Ne 4, 2025 Vestnik Dermatologii i Venerologii. 2025;101(4):10-16 M
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Role of desmoglein-3 protein domains in the pathogenesis
of pemphigus

© Arfenya E. Karamova*, Lyudmila F. Znamenskaya, Ekaterina V. Girko, Vadim V. Chikin, Ekaterina S. Kuklina

State Research Center of Dermatovenereology and Cosmetology, Moscow, Russia

Pemphigus is a group of autoimmune bullous dermatoses that affect the skin and/or mucous membranes,
potentially fatal outcome. The most common clinical form is pemphigus vulgaris (PV) which is
characterized by IgG circulating in the blood and fixed in the epidermis directed against desmoglein-3
(Dsg3) in mucosal lesions and against desmoglein-1 (Dsg1) in skin lesions. The extracellular part of
Dsg3 consists of five domains (EC1-EC5) which ensure strong adhesion between adjacent molecules

of neighboring cells. The important role of Dsg3 and its individual extracellular domains, primarily EC1
and EC2, in initiating the autoimmune process and generating the clinical phenotype of the disease is
described. Variability of antibody pathogenicity depending on its domain specificity may be used as a
marker for assessing the prognosis of the disease, and it also opens up new opportunities for developing
targeted therapeutic strategies.

Keywords: pemphigus vulgaris; desmoglein-3; domain; IgG
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M Beepnenne

MysbipyaTka (nemduryc) — rpynna ayToMMMYHHbIX
6ynnesHbix 3aboneBaHui, MopaxawLlnx KoXy u/unu
cnuauctele o6onoydku [1]. 3aboneBaemMocTb ny3bipyat-
ko B cTpaHax Esponbl n CeBepHo AMmepuKn cocTas-
nset B cpegHem ot 0,1 go 0,2 cnyyasa Ha 100 Thic. Hace-
neHwns [2]. B Poccuiickon defepalmm, cornacHo gaHHbIM
depepanbHOro ctatMcTUHecKoro HabnwogeHns, B 2014 r.
3abonesaeMoCcTb My3blpyaTkoh coctaBuna 1,9 cny-
yag Ha 100 Tbic. B3pOCSIOr0 HaceneHus (B Bo3pacTe
18 neT un cTapLue), a pacnpocTpaHeHHOCTb — 4,8 cny4yas
Ha 100 Teic. B3pocnoro Hacenenusa [3]. lNMaTtodusunono-
rms nysblpyaTKW B HaCTOsLLEe BpeMs paccMmaTpuBaeTcs
Kak npouecc o06pas3oBaHUs MNATOMEHHbIX ayToaHTUTen
(o6bI4HO Knacca IgG, pexe IgA), HanpaBneHHbIX NPOTMB
pasnu4yHbix 6enKoB OECMOCOM KepaTMHOUMUTOB — fec-
MOTIIEMHOB, LECMOKOM/MHOB, nnakuHoB. CoefuHeHune
ayToaHTUTEN ¢ KOMMOHEHTaMU 4EeCMOCOM HapyLlaeT BHy-
TpuanugepmMasnbHylo agresauvio, NpUBOAUT K aKaHTONuay
1 06pa3oBaHM1IO Ny3bipel Ha KOXe WU/Un CIN3UCTbIX 060-
fiovKax, npuyeM TSXecTb 3ab60neBaHUs TECHO Koppenu-
pyeT C YpOBHEM ayTOAHTUTEN B CbIBOPOTKE KPOBY [4].

3HMAEMMOHOFMSI N KNIMHKU4YecKana KapTuHa

Haunbonee 4acTtas KnuHu4deckasa dopma — BYfib-
rapHasa nysbip4aTtka (BI1), ee pacnpocTpaHeHHOCTb CO-
ctaBnset ot 0,38 (B8 Bonrapun) go 30,0 cny4yas (8 VipaHe)
Ha 100 Tbic. YenoBek. Halle Bcero 3aboneBaHne Ha4nHa-
eTcs B Bo3pacTte oT 36,5 go 71,0 roga, a KoadppuumeHT
COOTHOLLEHUA XEHLINH N MYX4uH coctaBnsaeTt oT 0,46
0o 4,40 [5]. Passutne BI1 06ycnoBneHO MHOXeCTBOM
PaKToOpoB, OQHUM U3 KOTOPLIX SIBMASETCA reHeTundeckas
npenpacnonoXeHHOCTb. B nutepaTtype onucaHo Hanuyune
cBA3n Mexay annenamu reHa HLA Il (DR4 n DR14) u pas-
BUTUMEM 3abonesaHus [6]. N3BeCTHO, 4TO 60MblUe 4Y4eM
y 95% nauueHToB ¢ Bl BbIIBNSETCA OANH N3 cnegyoLwmnx
annenen: DRB1*0402 unn DQB1*0503 [6, 7].

3aboneBaHne 6o05ee 4eM B MOJNIOBMHE Cly4aeB Ha-
YMHaeTca C NosIBNEHUs MNy3blper Ha CAN3UCTON 060S104-
ke nonoctu pTta [8], Ha MecTe KOTOpbIX 6bICTPO POPMU-
pyloTCs 3p03uKn C 6necTaLllen, BNaXxHoOM NOBEPXHOCTbIO
SIPKO-KPaCHOro LUBeTa ¢ TeHAeHUnen K nepudepnyeckomy
pPOCTY, 4YTO cOnMpoBOXAaeTcs 60NbI NPU rAOTAHUN U TU-
nepcanueauunein. MNpun BIT MoryT 6bITb MopaxeHsb! U Apy-
rme Cnv3aucTble O6O0NOYKU: KOHBIOHKTUBA, CIU3UCTbIE
060M104KM HOCa, MMOTKKU, ropTaHu, nuulesofa, Bnaranm-
wa, ypetpbl 1 aHyca [9]. KnuHuyeckume KoxHble npossne-
Hus Bl xapakTepunaytoTca NOsSBEHUEM My3blper pa3HOro
pa3mepa C TOHKOW MOKPLILLKOA Ha BUOUMO HEU3MEHEH-
HOWM KOXe NpenMyLLleCcTBEHHO BOIOCUCTON YacTu rOfoBbI,
nmua v nogmbiwedHblx obnacten. lNy3bipy oTnnyaroTca
KOPOTKUM MeprofoM CyLLLEeCTBOBAHUSA M 4acToO OCTalTCA
He3aMe4deHHbIMU Kak NaunueHToM, Tak 1 BpadomM. Boamox-
Ha reHepannaaums KOXXHOro npouecca ¢ OpMUPOBAHU-
€M OB6LUMPHbIX 04aroB NOpa)eHus, MPUYNHSAIOLLNX MYy4dn-
TenbHy0 60nb nauueHTam [8]. Bea cooTeBeTCTBYOLLErO
neyeHus y 6onbHbIX Bl Bo3MOXeH netanbHbi ucxop, [10].

MNaTochusunoruyeckas posb fecmorienta-3

B Hopme kneTku anugepmuca coeguHeHbl ¢ MOMO-
Wbl 6efIKoB AeCMOCOM, KOTOpble obecneynBaloT Kpen-
KYI0 afresuvio npuneramLwmx apyr K opyry CoCefiHux Kne-
TOK. HapylleHne KneTto4HOW aare3anm Ha MopaeHHOM
y4acTke anvpgepmmuca UM Crmn3ucton 060/104KU MPUBO-
ONT K aKkaHTonuay, B peaynesTarte Yero npu Bl o6pasytoTca
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WMHTpaanuaepmarbHble NoIoCTH, 3anofIHEHHbIE TKaHEBOW
XUOKOCTbIO. VIMMyHOMaTtonornyeckass KapTuHa Xapak-
TepU3yeTcs LUMPKYNUPYIOLWNMN B KPOBU U (PUKCUPOBAH-
HbiMK B anuaepmuce IgG, KoTopble HanpaBneHbl NPOTUB
ayTtoaHTureHa pgecmorneuHa-3 (Dsg3) npu nopaxeHuu
CNn3nCTbIX 0605104eK 1 gecmorneunHa-1 (Dsg1) npu nopa-
XeHun Koxu [11, 12].

Y 80-100% 601bHbIX Bl B CbIBOPOTKE KPOBW BbISIB-
naTca aytoaHtutena K Dsg3, BO3HMKHOBEHME KOTOPbIX
BbICTYMaeT BaXHbIM (DakKTOpPOM, CMOCO6CTBYIOLLMM pas-
BUTUIO KNUHMYeckoro dpeHoTtuna BI1 [13]. B uccneposa-
Huu K. Bhol n coaBt. (1995 r.) y nauneHToB ¢ Bl B ocTpon
hase 3ab6oneBaHUA BbIBIEHbI BLICOKME TUTPbLI ayToaH-
TUTen, NpeacTaBAeHHbIX UMMYyHOrnobynMHamm knacca G,
npeumyLiectseHHo 1gG1 1 IgG4, cneumdnyHbIX K nenTu-
nam Bos 1 n Bos 6 cootBeTcTBEHHO. Bos 1 1 Bos 6 —
3TO CUHTETUYECKME NENTUAbI, BbIOPaHHbIE KakK Kfto4YeBble
3NUTOMLI ANA UCCrefoBaHna aytoaHTuTen, npudem Bos 1
BK/OMaeT aMUHOKMUCIIOTHYIO MOCNefoBaTesnibHOCTb Mpu-
MepHO ¢ 50-i no 79-10 No3nuunio, KOTopble UAEHTUYHbI
y4acTkam BHekneTo4yHoro gomeHa EC1 Dsg3, a Bos 6 —
¢ 200-n no 229-10, KOTOpble COOTBETCTBYIOT yyacTKam
BHekeTo4Horo gomeHa EC2 Dsg3.

B 1995 r. ctano m3BecTHO, 4TO IgG4, cBS3bIBAOLN-
ecs ¢ EC2, vrpaioT Knio4eBylo pofb B MHMUMALNM aKaH-
TONM3a W pasBUTUMU KIWMHWYECKOW KapTuHbl BI1, Torpa
kak 1gG4, ceasbiBaowmecs ¢ EC1, yyacTeywoT B nog-
JepXxaHun natonorndeckoro npouecca [14]. Y 300poBbIxX
poOcTBeHHUKOB 60nbHbIX Bl onpepensetcs HU3KUIA TUTP
EC1-cneundmyHbix IgG1, He cnoco6HbIX BbI3BaTb aKaHTO-
nm3. B octpon dhase 3abonesaHuns y naumeHTtos ¢ Bl oT-
MeyaeTcs 6onee Bbicokun TUTp IgG1, pearmpytownx c EC1,
no cpaBHeHuto ¢ ypoBHeM IgG4, ceaAsbiBatowmuxcs ¢ EC2.
OT0 06bACHAETCA TEM, YTO MMMYHHas cucTemMa yxe «3Ha-
koma» ¢ EC1 pgo pasButusa 60ne3Hun, a nNpu akaHTonuse
npoucxoguT Bbibpoc EC1-aHTUreHoB, ycunveawowmx UM-
MYHHbIA OTBET, KOTOPLIA COMPOBOXAAETCA KIMMHUYECKUMMU
npossnenuamn Bl [15-17]. B nepuop pemuccnn yposeHb
natoreHHbix IgG4 nocTteneHHO CHWMXaeTca BMOTb 4O Mof-
HOr0 MCYE3HOBEHMS, YTO yKa3blBaeT Ha NpsiMyto cBA3b IgG4
C aKTMBHOCTbIO 3a6oneBaHus, B To BpeMs Kak IgG1 coxpa-
HAIOTCHA B CTATUCTMYECKN 3HAYMMO MEHbLLUX KonMyecTBax
(p < 0,01) [14]. R. Hamilton u coaBT. (1988 r.) B cBOEM UC-
cnepoBaHWM He 0BHapYXunu aytoaHtTuten nogknaccos G2
n G3 B cbIBOpOTKe KpoBu nauuweHToB ¢ Bl [15]. B 6onee
nosgHen pabdote J. Torzecka u coaBT. (2007 r.) nokasa-
HO, YTO Yy MaLMeHTOB B akTUBHOM cTagun Bl npeobnana-
m 1gG4 n 1gG1 (96 1 76% COOTBETCTBEHHO), B TO BpeEMSA
KakK B Mepuof KIMHWYECKON PeMUCCUN aHTUTena OTHOCU-
NMCb MpeumyLLecTBeHHO K nogknaccam G2 (75%) n G4
(37,5%), uTo NoaTBEPXXAAET NMOMUKIIOHANBHYIO MPOAYKLMIO
aytoaHtTuten npu BIT v nx pasnuyHoe pacnpepeneHve
B 3aBUCMMOCTU OT aKTMBHOCTW 3aboneBaHus [18]. HegaBHO
nosiBUBLUMECS AaHHble CBUAETENbCTBYIOT O TOM, 4To IgG4
BbiaBnsoTca B 90,8% cnyyaeB akTUMBHOrO 3abonesaHus
1 KOPPENMUPYIOT C TSXKECTBIO KOXHbIX Nposinenuii BI, IgG1
BCcTpeyaroTcs B 40% cnyyaes, a IgG2 n 1gG3 — B 26,2%.
Coyetanue IgG3 ¢ IgG4 ycunmeaeT natoreHHOCTb nocnes-
HUX 32 CHET CuMHepreTn4eckoro adpekra, a pasHoobpa-
3ue 1 yposeHb cneuunduydeckux ana Dsg3 nogknaccos IgG
B/IVAIOT KakK Ha aKTMBHOCTb 3a60reBaHns, Tak U Ha pUCK
peunamea [19].

CeasbiBaHne IgG ¢ Dsg3 cTumynupyeT curHanbHbIN
nyTe docdonunasel C, 4TO Bbi3bIBAET BbICBOOOXAEHME
KanbuMs W akTMeBauuio NpoTeuHkMHasbl C 1 npusBoauT

BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(4):10-16 W
Vestnik Dermatologii i Venerologii. 2025;101(4):10-16 M



OB30P JINTEPATYPbI / REVIEW

K cocdopunuposanuio Dsg3 ¢ ero nocnegyowmm 3HOO-
LUMTO30M U ferpagaumein B nuaocomax. B KoHe4HOM uTo-
re npoucxoguT uctolleHne Dsg3, BaXHOro KOMMOHeHTa
[EeCMOCOM, MoTepsi MEXKIEeTOYHON CBA3U U obpasoBaHue
ny3bipeint [20]. Dsg3 WMpOKO npegcTaBieH BO BCEX CMOsX
3NUTENUA CIIN3UCTLIX 060M0YEK U B LUMMOBATOM Crloe anu-
gepmuca, B otnmuyme ot gecmornevHa-1 (Dsg1), kotopbin
06HapyXunBaeTcs rnasHbIM 06pa3oM B KOXe, U ero copep-
XaHue Bo3pacTaeT oT 6a3anbHOro K cyrnpabasarnbHbIM Cro-
M anuaepmuca [21].

Dsg3 BknovaeT B ce65 NATb BHEKETOYHbLIX JOMEHOB
(EC1-ECS5), ognH TpaHCMeMOpaHHbIA U OAWMH BHYTPUKIIe-
To4HbIN (puc. 1). JomeHHas opraHn3auus Dsg3 onpegens-
eT KaK dmanonoruyeckme yHKUun, Tak n natoreHes Brl.
BHYTPUKNETOYHbIN AOMEH B3aMMOLEWNCTBYET C nnakodu-
nuHom-3 (PKP3) n anemeHTamn uMTockeneTa, perynvpys
CTabunbHOCTL AECMOCOM, a Takxe 3arnyckaeT CUrHasbHbIN
Kackap peakuui nocre cBa3biBaHWA ayToaHTUTEN C BHe-
KneTo4yHon yacTtbio Dsg3 [22]. TpaHCMeMbpaHHbIA OOMEH
ocylecTBnaeT uHterpauymio Dsg3 B nnasmaTuyeckyro Mem-
6paHy knetku [23]. MATb BHEKNeTo4HbIX AomeHoB (EC1-—
EC5), kaxpabIn U3 KOTOpbIX NpUMepHO BktoyaeT 110 amu-
Hokmcnot: EC1 (1-109), EC2 (110-219), EC3 (220-335),
EC4 (336-450) n EC5 (451-566), B Hopme obecne4mnBaroT
Kpernkyto afresvio npuneraroowmx Apyr K gpyry Monekyn
coceHUX KNeTok [24, 25]. Kaxabln foMeH 06pa3oBaH ce-
MblO B-TsXKaMu, PopMUPYIOLLIMMU 6OHKOOBPa3HYIO CTPYK-
Typy. BHeknetouHble gomeHbl Dsg3 paspgeneHbl NUHKep-
HbIMU Yy4YacTKamu, KOTOpble KOOPAMHWUPYIOT CBfi3blBaHUE
Tpex noHoB Kanbumsa (Ca?*) kaxabiin. CBA3bIBaHME KamnbLms
cTabunuanpyet KoHdopMauuio 6enka n cnocobCcTByET ero
agresmBHON PYHKUUKW. BHekneToyHble AOMEHbI WUMEIOT
BbICOKYIO CTPYKTYpHyt0 romornoruio (ocobeHHo EC1, EC2
n EC3), 3a ucknoyeHneM MeMO6paHHOro NPOKCMMasbHOMO
nomeHa EC5 [25].

AHTUTEna, HanpasfieHHble NPOTUB BHEKIETOYHbIX [O-
MeHoB Dsg3, He Bcerga [EMOHCTPUPYIOT OANHAKOBYIO CTe-
neHb nNaToreHHocTw [26]. B nccnegosanmm A. Payne u co-
aBT. (2005 r.) nokasaHo, 4TO MOHOKIIOHasbHble aHTUTenNa,
HaueneHHble npeumyulecTtBeHHo Ha EC1, uHgyumpyioT
akaHTonM3 B MOAENV HeoHaTallbHbIX MbIEN, B TO BpPeEMS
Kak aHTuTena K Apyrmm goMeHam Takon crnoCo6HOCTU NnoY-
TV He nposiBnanu [27], a aHTutena npotme EC2 o6napatot
YMEPEHHOW NaToreHHOCTbio (B OTNNM4YME OT paHee MmpoBse-
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OeHHbIX uccnenoBanuii 1995 r.): oHM ycunmeatoT 3dekT
aHTuTen K EC1 n moryT 6bITb HEOCTaTO4HbIMM AN CaMO-
CTOATENbHOW MHAOYKUUKM akaHTonuaa [14, 28].

B pa6ote K. Tsunoda u coarTt. (2003 r.) onucaHo,
YTO M3ONMPOBaHHOE CBA3bIBaHWe aHTuTen ¢ EC2 B oTcyT-
ctBue aHtuten Kk EC1 pepko Bbi3biBaeT akaHTonua [28].
B nccneposanun W. Heupel u coast. (2008 r.) nokasaHo,
YTO MOHOKI/OHasbHbIe IgG NPOTMB OnpeaesnieHHoW Nonockl
(aa1-161) B npegenax NH2-koHua Dsg3 asnsiotca nato-
reHHbIMW, T.€. BbI3bIBAIOT BHYTPUINUAepMasibHyto noTepo
afresvun y HeoHarasbHbIX Mbller. Mpu 3TOM akaHTonua
BbI3bIBAIOT B OCHOBHOM IgG, HanpasneHHble npotue EC1,
M B MeHblLUeln cteneHn — npotme EC2 [26]. H. Takeshita
n coasT. (2009 r.) BbIABUNM, YTO ayToaHTWUTena, crneuw-
dumyHble K EC3, EC4 n EC5, He nHgyuupoBanu akaHTonma
B MOJensx in vitro, 4TO NOATBEPANIIO UX HENATOrEeHHbIN Xa-
pakTep. OTMeY€eHO, 4YTO OHU CNOCOBHbI UBMEHSATb apXUTEK-
TOHWKY [ECMOCOM, HO HE BIUAIOT Ha KNETOYHYI0 afresvio
Hanpsamyto [29].

B pa6ote T. Schmitt n coasT. (2023 r.) cpaBHUBanNu
appeKTbl ABYX rpynn MOHOKIIOHANbHbLIX aHTUTEN K BHe-
KneToyHblM gomeHam Dsg3: 2G4 (HanpasneHbl NpoTUB
EC5-pomeHa) n AK23 (npotus EC1-gomeHa). Onucaxo,
410 AK23 3Ha4MTenNbLHO CUMbHEee HapyLlaeT MeXKIeTou-
HYI0 afre3uto no cpasHeHuio ¢ 2G4. O6e rpynnbl aHTUTEN
BbI3bIBANIN pPETPaKLUMIO KepaTuHa N YMEeHbLUEHUE KOMu-
yecTBa AecMOCOM, ofHaKo Tonbko AK23 mnHgyuuposan
nctowleHne Dsg3. Pa3Has naToreHHoCTb aHTUTEN MOXeT
6bITb 06yCnoBneHa nokanusaunen OOMEHOB: 3MUTOMbI
EC1-EC2 pacnofioxeHbl B Hanbonee BHELIHEN 4actu
MOneKynbl n o6nagaloT 60nbLUe JOCTYNHOCTLIO ANS aH-
TnTen, B otnuydme ot anutonos EC3—-ECS5, koTopble Haxo-
aatca 6nuxe Kk memb6paHe [30]. BmecTe ¢ TeM aHTUTeENa,
HanpaBneHHble NpoTue EC5, B oTAENBHBIX Cly4asax Mo-
ryT 3anyckaTb akaHTOnu3 Yyepes anbTepHaTUBHbIE CUT-
HanbHble Nyt [31]. OnNncaHo, 4To NOTepPs MEXKIETO4HON
aare3vn npennosnioXNTENnbHO MOXET OCYLLEeCTBNATLCSA
yepes CUTrHanbHYIO CUCTEMY, 3aBUCALLYIO OT MWUTOrEH-
aKkTuBMpyemon npotemHkmHassl (MAPK) [32].

B nccneposaHmm S. Tavakolpour n coasT. (2024 r.),
nposefeHHoOM B VpaHe, yCTaHOBIEHO, 4YTO Hanbonee UM-
MyHoreHHblM fBnsieTcs N-koHueson gomeH EC1, npotms
KOTOpOro oopmMupyroTcs aytoaHtutena y 86% nauueH-
TOB. OTO MOXET 3aBMCETb OT MHOMMX PaKTOPOB, BKIIO-

2
S W Llutonnasma
NH-  EC1 EC2 EC3 EC4 EC5 ||T IP -COOH
1 ‘ 3
Mem6paHa
Puc. 1. [lomeHHas opraHu3aums DSg3: 7 — BHEKNETO4HbIE [JOMEHbI; 2 — TPaHCMEMOPaHHBIV OMEH; 3 — BHYTPUKNETOYHbI OMEH
Fig. 1. Domain organization of Dsg3: 7 — extracellular domains; 2 — transmembrane domain; 3 — intracellular domain
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Yyas cTagumio n TaxecTb 3abonesaHus Bll. PeakTUBHOCTb
K ApyruM [OoMeHaM Habnioganacb 3Ha4YuUTENbHO pexe:
EC2 — y 26%, EC3 — y 14%, EC4 — y 29% n EC5 —
y 23% nauuenToB [33]. [aHHble pe3ynbTarbl MOATBEPX-
JaloT paHee ony6nuKoBaHHYIO MHGOPMaLMIO, B KOTOPOW
nogyepkueanacb BblCOKass WMMYHOreHHocTb N-koHua
(EC1 n/vnn EC2) Dsg3 y naumeHToB ¢ Bl no cpaBHeHUto
C opyrumm akTogoMmeHamu [34, 35].

MpepnonaraloTcad ABa OCHOBHbIX MeXaHuM3ma BO3-
OencTBusA aHTUTen Ha kepaTtuHouuTbl. lepBbIi — u-
3n4yeckoe npenatcTene mexay Dsg3 1 4eCMOKONITMHOM,
npeuMyLLLecTBEHHO cO cTOpOoHbI N-koHuUa [36, 37]. Bropon
MEeXaHU3M CBA3aH C WHOYKLUMEN BHYTPUKIIETOYHbIX CUr-
HanbHbIX NYTEW B KepaTUHoOUUTAX, YTO MPUBOAMUT K Kra-
cTepusaumMm U uHTepHanusaumm Dsg3, T.e. akTusauuu
CUrHasbHbIX Kackanos, NPUBOAALLEN K HAPYLLEHUIO BHY-
TpuanupgepmansHoro coefuHeHusa [38—40]. M. Amagai
n coasT. (2020 r.) onucanu, 4YTO y NaumMeHToB N3 AnoHun
n NHamn yawe BoisiBnstoTca aHTutena kK EC2- n EC3-po-
meHam Dsg3, Torga kak y naumeHToB 13 Eeponbl n Cesep-
Hovi AMepukmM Nnpeo6nagatoT aHTuTena kK EC1-gomeny. 310
MOXeT 6bITb CBA3aHO ¢ pasnu4namu B HLA-accoumaumnsax
W reHeTM4eckon npegpacnofnoxeHHocTbio [41]. Hecmo-
TPS Ha TO YTO ayToaHTUTena NpoTUB APYrnX OTAESNbHbIX
nomeHoB, Bknovasa EC3, EC4 n EC5, o6HapyxwnBaloTcs
npuv akTMBHOM 3a60/1eBaHNMU, OHU NPAKTUYECKUN HE BbI3bl-
BaloT akaHTonma [29, 33, 42].

B pa6ote S. Tavakolpour u coasT. (2024 r.) onpegene-
HO, 4YTO ypoBeHb aHTuTen Kk EC1, EC2-3, EC2-5 n EC3-4
koppenuposan ¢ nHgekcom PDAI (p < 0,05), ocob6eHHO
3Ha4YMMbIMU 6bINN YPOBHM ayToaHTuten npotns EC1-go-
meHa [33]. Onpegenexnve npoduna ayToaHTUTEN U KX
YPOBHSA NPOTUB pasnnyHbIX 3KToAoMeHoB Dsg3 y naum-
E€HTOB MOXeT ObITb MOJSIe3HbIM AN NPOrHO3MPOBaHUSA

OB30P JINTEPATYPbI / REVIEW

TAXECTN 3aboneBaHus, a Takxe npu paspaboTke HOBbIX
MeTOA0B TapreTHOW Tepanuu, BKIo4Yasa cosfaHne xmmep-
HbIX UMMYHOPELIENTOPOB Ha OCHOBE ayToaHTureHa Bl —
Dsg3, KoTopble MOryT HampasnATb T-KNETKM Ha YHWY-
TOXEHVWe ayTopeakTuBHbIX B-numdounTtoB 6narogaps
cneunuyHocTn B-kneTo4Horo peuenrtopa, 4To onucaHo
B pa6ote C. Ellebrecht n coasT. (2016 r.) [43].

Boripoc 0 TOM, HacKofibkO TOYHO MPOWIbL aHTUTEnN
k Dsg3 koppenupyeTt ¢ KINMHUYECKUMW NPOSIBNEHUAMM 3a-
6onesaHuns, O CUX NMOP OCTaeTCs ANCKYCCUOHHBIM. B Heko-
TOPbIX MCCNEfOBaHMAX MOKa3aHo, HYTO BbICOKMeE ypoBHM IgG
K Dsg3 cBfizaHbl C 60SIbLLEN CTEMEHBLIO TAXECTU 3abonesa-
HUA [44, 45]. OgHako B Opyrux nccrepgoBaHuax pesynsraThbl
N®A Ha aHTn-Dsg3 He Koppenuposanu ¢ oeHoTUNoM 3a60-
nesaHus [46, 47]. B niccneposaHum S. Tavakolpour n coaBr.
(2024 r.) otmeueHo, 4TO ypoBeHb aHTUTeNn K EC1 3Haum-
TeNbHO Bbille y NauneHTOB B aKTMBHOW (pa3e Mno cpasHe-
HUIO C naumMeHTamu B pemuccuum, navenn EC3-5 n EC2-5
Takxe rnokasbisanu pasnuyua mexay dasamu 3abonesa-
HWS, 0QHaKO 3TO He 6bINI0 NOATBEPXAEHO B MHOrodakTop-
HOM aHanuse [33], 4To TpebyeT NpoBefeHUs fanbHenLLnX
nccnegoBaHnin B pasHbiX NONynaLmaX.

3akntoyenue

CoBpeMeHHbIE AaHHble O NaToreHe3e BYNbrapHoOW mny-
3blpyaTku nog4epkmBatoT BaxKHyto ponb Dsg3 v ero otaens-
HbIX BHEKJIETOYHbLIX AOMEHOB, npexae Bcero EC1 n EC2,
B UHMLUMALMN ayTOMMMYHHOIO npouecca U (hopMUpoBaHumn
KNMHUYecKoro eHoTuna 3abonesaHus. BapnabenbHOCTb
naToreHHOCTU aHTUTEeNT B 3aBUCUMOCTU OT MUX OOMEHHOMN
cneumuUyHOCT MOXET ObiTb UCMOMb30BaHa B KayecTse
MapkKepa OLeHKM NporHo3a 3aboneBaHusi, a TakxXe OTKpbI-
BaeT HOBble BO3MOXHOCTU A5 pa3paboTKM TapreTHbIX Te-
paneBTUYECKUX CTpaTerum. .
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10611(eCTBO MHTErPaTBHON Aepmartonoriun, Kypck, Poccns

2KabuHet aepmaronoriv 1 BeHeponorim «Derma 3kenept», Kypek, Poccust
$KypcKuid rocyapcTBEHHbIA MeaULMHCKIA yHnBepcuTeT, Kypek, Poccns
*Kyp4aToBCKuii LIEHTP COBPEMEHHO MeAULMHLI, KypyaToB, Kypckas obnacTb, Poccus

JlerikoHuxns npeactaBnsaeT cob60Kr NosBNEHME Ha HOrTEBLIX MNacTMHaxX y4acTKoB 6enoro useta. [JaHHbIr
TUN OHUXOAUCTPOIUM UMEET pa3Hble aHATOMUYECKNE N MOPPONIOrn4yecKne TUnbl 1 MOXET BbITb
06YCNOBNEH UeNbiM PSAOM KakK 3K30reHHbIX, Tak U SHOOreHHbIX pakTopoB. [dnarHoCcTuka NeMKOHUXnK
KaK KJIMHMYECKOro CMMNTOMA NopaXkeHus HOrTer He NpeacTaBnsaeT TpygHocTen. OgHako B psage
Clly4YaeB Hanu4ume y nauueHTa nopaxeHus Hortem no Tuny NenkKoHNnxmm TpebyeT 6osee nNpucTanbHoro
BHUMaHwWS. Ecnv npnobpeTeHHas NEMKOHUXNA Yalle BCero ABfseTcs pe3ynsraToM MexaHn4eckoro
NoOBpPEXAeHNA MaTpULLbl HOFTS, TO BPOXAEHHAA NNEUMKOHUXNSA, MOMUMO UANONATUYECKOTO TEYEHUS, MOXET
ObITb OOHUM U3 MPUIHAKOB TAXENON HAaCNeACTBEHHOM naTtonorn. BpoxaeHHas NemKoHUXUA MOXeT
BbICTYMaTb YaCTbiO Pa3SINYHbIX HACNEeACTBEHHbIX 60Me3HEeNn U CUHAPOMOB, ABAASCL OOHUM N3 NMPU3HAKOB
Unm o6sa3aTenbHON cocTaBnsaioLLen 3abonesaHus. Hecmotps Ha 6eCCUMNTOMHOE TEeYEHUE U OTCYTCTBUE
pucKa ans XXnU3Hu No CPaBHEHUIO C APYrMMUN KIMMHUYECKUMUN NPOSBEHUAMN HACNEeACTBEHHbIX
CUHOPOMOB 1 60Ne3HEN, ANArHOCTUKA NTENKOHUXUU MOXET NMOMOYb BpayaM pasfnyHbIX creumnanbHOCTEN
BbIIBUTb CUHOPOMASIBHYIO MPUPOoAY AaHHOro pacCcTpoOMCTBa C falnbHEeWLen opraHn3aumen
ONarHoCTU4EeCKOro nomcka apyrux KOMnoHeHTOB npegnonaraeMoro 3abonesaHus. [JaHHbIN BONPOC
0COBEHHO BaXeH Mpu MexXancUmnniIMHapHOM B3auMogenCTBUM Bpaden pasfinyHbIX cneunansHOCTeN,
0COBEHHO B cny4asix TpyoHOCTEN B NOCTAHOBKE AMarHo3a. B ctatbe paccMOTpeHbl HacneaCTBEHHbIE
3a60neBaHNs U CUHLOPOMbI, XapaKTepUayoLLMecs Hanmimem NeNKOHUXNKN y NaumnmeHToB, NpeacrasneHa
KpaTtkas nHgopmMaums 06 aTmonaToreHese u KIIMHNYECKOW KapTUHE faHHbIX PacCTPOMUCTB.

KntoyeBble cnoBa: neitkonnxmus; FLOTCH-cMHApOM; OHMXOAMCTPOUM; HAaCNEeACTBEHHbIE CUHAPOMbI

KOHMNUKT MHTEPECOB: aBTOpbI AeKNapupytoT OTCYTCTBME SIBHbIX M MOTEHLMANbHBIX KOH(DIIMKTOB MHTEPECOB,
CBfI3aHHbIX C Ny6nnkaumen HacTosiLLen ctaTbi.

NCTOYHMK q)I/IHaHCVIpOBaHVIﬂ: PyKOnncb nNoaroToB/ieHa Ha JindHble cCpencTBa aBTOPCKOro KOJI1eKTnea.

Ons untnposaHus: Capaniok P.B., MonoHukos A.B., locTeBa T.A. JIeiKOHUXMSI, aCCOLMUPOBAHHAS
C HacneacTBeHHbIMKN cuHapomMamun. BecTHuk gepmatonormum n seHeponorun. 2025;101(4):17-26.
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Leukonychia associated with hereditary syndromes
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Leukonychia is the development of white patches on the nail plates. This type of onychodystrophy has
different anatomical and morphological types and may be caused by a variety of both exogenous and
endogenous factors. Diagnosis of leukonychia as a clinical symptom of nail damage is not difficult.
However, in some cases, the presence of leukonychia in a patient requires closer attention. While
acquired leukonychia is most commonly the result of a mechanical damage to the nail matrix, congenital
leukonychia, in addition to its idiopathic nature, can be a sign of severe hereditary pathology. Congenital
leukonychia may be part of various hereditary diseases and syndromes, being one of the symptoms or
an essential component of the disease. Despite the asymptomatic course and lack of life-threatening

risk compared to other clinical manifestations of hereditary syndromes and diseases, the diagnosis of
leukonychia can help multidisciplinary physicians to identify the syndromal nature of this disorder, with
further organization of the diagnostic search for other components of the suspected disease. This issue
is especially important in the interdisciplinary collaboration of physicians of various specialties, especially
when diagnosis is challenging. The article discusses hereditary diseases and syndromes characterized by
leukonychia in patients, and provides summary on the etiopathogenesis and clinical presentation of these
disorders.

Keywords: leukonychia; FLOTCH syndrome; onychodystrophies; hereditary syndromes
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M Beepenve

JlenkoHnxusa npepctasnsetr cobor TUN AUCTPodUn
(BncxpoMun) HorTen, Npu KOTOPOM Ha HOrTEBbIX Mna-
CTMHaX oTMevaeTcs NosiBfieHne y4acTkoB 6enoro useta.
JIeNKOHUXUA KaK KIMHUYECKUA CUMMTOM HeogHopoAHa
M MMeeT pasfnyHble Knaccudumkaumm B 3aBUCUMOCTU
OT KNWMHMYECKMX NPOSBMAEHUA 1 NloKanusaumm naTonoru-
Yyeckoro npouecca. CornacHo Mopdonorm4yeckon knac-
cudmKauum nemnkoHMxXusa nogpasfenserTcs Ha o4aroByio,
NoNOCOBUAHYIO (MPOOOMbHYD U MOMNEpPeYHyo) u cy6To-
TanbHylo/ToTanbHyto [1] (puc. 1).

AHaTomMmnyeckas Knaccudukauus BolgensieT UCTUHHYIO,
Ka>XKYLLLYHOCS/NIOXKHYIO U MCEBAONENKOHMXMIO [2] (puc. 2).

CvHOpoM-accoumMmpoBaHHas NEMKOHNXUS — YCMoB-
HOoe 0603Ha4eHVe M3MEHeHWs LBeTa HOorTem npwu pas-

419

NINYHBLIX HacneacTBeHHbIX 3a60neBaHusX U CUHOpoMax.
[aHHble U3MEHEeHUss HOrTe MOryT BbICTynaTb AOMOMNHU-
TenbHbIM NPU3HaKOM 3aboneBaHus NM60 ABNATLCA Of-
HUM N3 ero obsa3artenbHbIX COCTaBNALLWMX. YHalle Bcero
CUHOPOM-accouuupoBaHHas fenKoHUXmMs npencraBnseT
CO60W UCTUHHYIO, Cy6TOTaNbHYIO/TOTaNIbHYIO NEUKOHUXMIO
M MOXET BO3HMUKATb KaK Ha BCEX, TaK U Ha HECKOMbKMX HOT-
TEeBbIX MNacTUHaX KUCTEN 1 cTon. [JaHHbIi Mopdonoruye-
CKUA N aHAaTOMUYECKUIA TUMN NENKOHUXUU Kak NposiBlieHne
HacneACTBEHHbIX 3a60fieBaHUA U CUHOPOMOB, MO BCeK
BUOMMOCTU, OBYCNOBMIEH CBA3AHHLIMU C 60MIE3HbIO FeHe-
TUHECKUMN haKTopaMu, KOTOpble BMAIOT Ha MpoLecChl
JeneHuns Knetok B marpuue Horta [3]. marHocTika nen-
KOHUXUWN KaK KIIMHMYECKOro CMMNTOMa He npencraBnsieT
TPYOHOCTEN B CBA3U C LOCTYMHOCTbIO 0611acTU ocMoTpa

Fig. 1. Morphological classification of leukonychia: a— focal leukonychia; 6 — streaked (longitudinal) leukonychia; 8 — total/subtotal leukonychia

I Puc. 1. Mopcbonorinieckast Knaccudikaiag NEVkoHUXIA: 8 — 04aroBast JIEMKOHUXYSE; O — MoNoCOBIIHas! (MPO0MbHas) NEVKOHIXWS; B — ToTanbHas/CyGTOTaNbHAR NEVKOHMXIA

a

Puc. 2. AHaToMinyeckast Knaccuchmkauust NefKOHUXNIA: @ — VCTUHHAS NEAKOHUXIS; 6 — KaXKyLLAAcs/NoXKHash NEVKOHNXNS; B — NCEBA0NENKOHUXNS
Fig. 2. Anatomical classification of leukonychia: a — true leukonychia; 6 — apparent/false leukonychia; 8 — pseudoleukonychia

B BecTHuk gepmatosnoruun u seHeposnorun. 2025;101(4):17-26
B Vestnik Dermatologii i Venerologii. 2025;101(4):17-26
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1 xapakTepa MopdonormM4eckmx nameHeHnin. OgHako ecnm
6enbii UBET HOrTen SBASETCA 4acTblo HACNEeACTBEHHOIO
3aboneBaHns W/VnNn CUHOPOMA, BbISBIIEHNE NENKOHUXWU
B [OMNOMTHEHWE K APYrMM U3BECTHLIM KPUTEPUSIM MOXET CY-
LLIeCTBEHHO YCKOPUTb MPOLECC AMarHoCTUYeCKOro noncka
M MOCTaHOBKM gunarHosa. B pamkax gaHHoro o63opa npeg-
cTaBneHa nHgopmaums 0 HacneaCcTBEHHbIX 3a60/1eBaHNAX
N cUHOpoMmax, ANna KOTOPbIX XapakTepHO pas3BUTUE NENKO-
HMXMKM, OCBeLLieHbl BONPOCHI 3TMonaroreHe3a n KnnHuye-
CKMX 0COH6EHHOCTEWN flaHHbIX PaCCTPOMCTB.

B nepvop ¢ okTabps 2024 no sHeapb 2025 r. 6bin
npoBefdeH aHanu3 OTeYeCTBEHHbIX U 3apybexHbix 6a3
OaHHbIX, BKNtovas 6uénuoteky Elibrary (https:/elibrary.ru)
n 6a3y gaHHbIx PubMed (https:/pubmed.ncbi.nim.nih.gov/),
Ha npeaMeT rnovcka uHdopmauum no Teme o63opa. Uc-
Nonb30BanuChb cnegyoLimMe NoNCKoBble 3anpoChbl HA aH-
rMUACKOM U pyccKoMm a3blkax: «leukonychia», «<heregidary
leukonychia», «syndrome-associated leukonychia», «nails
in systemic diseases», «skin heregitary syndromes»,
«inherited nail dystrophies», «nopaxeHusa Horten npu Ha-
CINeACTBEHHbIX CUHAPOMAaX», «HacnegcTBEHHas NeNKoHU-
xus». [pn 3TOM aHanM3nMpoBanmMcb 0630pbl NMTEpPaTypsl,
onMcaHus KNMHUYECKNX CryYaeB U OpUrMHasnbHble nccre-
[OBaHuWs, 3aTparvmearLyme BONpoCkl FeHETUYECKMX OCHOB
3abonesaHunin. B paboTy He BKoYanucb pedepaTtusHble
COO6LUEHNS, TE3UCHI WM MHEHWs OTAENbHbIX aBTOPOB
no pas3nunyHbiM acnekTam 0603Ha4eHHOW TeMbI.

JleiikoHuXMA B paMKax HacnecTBEHHbIX 6one3Hen

M CMHAPOMOB: 06LYME NONOXKEHUA

OTMonaroreHe3 CMHOPOM-acCOLNMPOBAHHOM NENKOHW-
XM OCTaeTCs He A0 KoHUa udyyeHHbIM. CreyeT OTMETUTD,
YTO 3TOT TUMN OHUXOOUCTPOPUM MOXET UMETb ManonaTnye-
CKUI XapakTep U B MOAABASAIOLLEM YUCIe CrlyYaeB BCTpe-
yaeTcs Yy MyX4uH [4]. HacnegcTBeHHas NENKOHUXUSA MO-
XeT CyLLecTBOBaTb Kak N30MPOBAHHO, Tak U B COYETaHUN
C HacnegcTBeHHbIMU cuHgpomamu [5]. N3BecTHO, 4TO Ha-
cneacTBeHHasa NENKOHUXUS nepefaeTcs NpeuMyLLecTBeH-
HO MO ayTOCOMHO-OAOMWHAHTHOMY TUMY, XOTA 6bla ONUCaH
W ayTOCOMHO-peLIeCCUBHBIN TUN HacnegosaHus. Npegno-
naraeTcsl, YTO B OCHOBE [aHHOro HapyLUEeHUs NeXUT MyTa-
ums B reHe PLCD1 Ha xpomocoMe 3p22.2, KOOMPYIOLLEM
docchonmnazy C gensra-1 [6, 7].

Kak 4acTb KNMHNYECKMX NPOSIBIIEHNA HACNEACTBEHHbIX
CUHOPOMOB, HEKOTOpPLIE aBTOPbl paccMaTpuBatoT NENKOHU-
XWI0 B KayeCcTBe OfHOr0 U3 MPU3HAKOB SKTOAEepMarnbHOM
aucnnasuu ¢ BOBNEeYEHNEM B NATONOrMY4eCcKmi npoLecc re-
HOB, OTBeYalLLuX 3a co3peBaHue KepaTtuHa [3]. Takxe oT-
JernbHble aBTOPbl OTMEYatoT, YTO B Pas3BUTUU NIENKOHUXUN
urpaet ponb reH GJB2 Ha xpomocome 13, kogupyoLmi
6e110K KOHHekcuH 26 (Cx26) [8—11].

Ecnn paccmatpuBatbh  NIEAKOHUXMIO  KakK  OfHO
U3 KNMHUYECKMX NPOSBNEHUIN SKTOAepMarnbHOM ancnnasum,
TO Hemnb3s FOBOPUTL O CNELMPUYHOCTM OAaHHOrO NpU3HaKa
Npy HEKOTOPbIX paccTporcTBax. JIEMKOHMXMA B paMKax Ha-
CneacTBeHHbIX 60M1e3HEN U CUHOPOMOB MOXET BbICTYMNaTb
KaK B Ka4yecTBe OfHOr0 U3 OCHOBHbIX AMArHOCTUYECKUX
NPU3HAKOB, Tak 1 4acTo HabngaeMbliM CUMNTOMOM B CO-
YyeTaHuM ¢ gpyrMmMm Tunamm oHuxoguctTpoduii (taén. 1).

JeiikoHuxusa KaK 06a3aTenbHbIA AUArH0CTUHECKMIA

NPU3HaK HacneACTBEHHbIX 60ne3Hel U CHHAPOMOB

Cuxgpom FLOTCH

Cungpom FLOTCH (leukonychia totalis-trichilemmal
cysts-ciliary syndrome) — pepkoe HacnencTBeHHOe 3a-
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6oneBaHne, XxapakTepusyloLleecs MOopaxXeHnemM Koxu
M ee MpuaaTkoB (TOTasbHas JEMKOHUXMSA, KOWNOHUXMS,
MHOXECTBEHHbIE KUCTbI CallbHbIX XXenea), opraHoB 3pe-
HUS (UmMnmapHas guctpodumsl) U MoyYekameHHoW 6ones-
Hbto [12, 13]. YacTtoTa BCTpEYaeMOCTU [OAHHOrO CUH-
gpoma < 1:1 000 000 [14]. BnepBble codeTaHne KUCT
carnbHbIX Xene3 N NeMKoHnxmn 6bino onucaHo A.W. Bauer
B 1920 r. [15]. MNo3xe ab6peBuatypa «FLOTCH» 6bina
npeanoxeHa J. Friedel n coaBT. onsa 0603Ha4YeHUs co4e-
TaHWs pasnu4HbIX MPOSBMAEHUA OaHHOro cuHgpoma [16].
OTnonartoreHe3 3a60neBaHNs OCTAETCA HEU3BECTHbIM.
Mpegnonaraetcs ayTOCOMHO-OOMWHAHTHbLIA TUM Hacne-
JOBaHUA faHHOro cuHapoma. JIEMKOHUXUS NpU CUHOPOME
FLOTCH saBnsetca WCTUHHOW, ee pacrnpOCTPaHEHHOCTb
MOXET 6bITb KakK TOTanbHOW, TaK U cy6TOTanNbHOW, BbICTY-
nas OAHWM W3 OCHOBHbIX AMArHOCTUYECKUX KpUTepues
nocTaHoBku amnarHosa [13].

Cuxgpom bapta-lameppn

CwuHgpom bapta—Ilamdpu (cnHgpom LiBaHHa) — ped-
KOe reHeTM4YecKoe 3abonesaHne ¢ ayTOCOMHO-[OMUHAHT-
HbIM TUNOM HacnefoBaHWs, B OCHOBE KOTOPOro NeXuT
MyTaums B reHe GJB2, kognpytoLem 6e10K KOHHEKCUH 26
[17, 18]. YacToTa BCTpe4YaemMOCTU AaHHOrO CuHApoma
< 1:1 000 000 [19]. KnuHn4yeckun oH NposBnseTca coveTa-
Huem 60pofaB4aThIX y3enKoB Ha MexXManaHrosbix cycra-
BaXx CTOM U KNCTeNn, NENKOHUXUK, NafOHHO-NOAOLLIBEHHON
KepaTtogepMumM N CeHcoHeBpanbHOW yxoTbl [9]. Bbl-
CbiMaHus Ha MexXdanaHroBblX cycTaBax narbLeB CTOr
M KUCTEN — nepBasf M OCHOBHAasA >Xanoba naunmeHToB
npu obpatleHun K Bpady. JIemKoHUXusa, XoTsa U He ABNS-
eTca Hambornee pacnpocTpaHeHHbIM CUMMTOMOM [aHHOrO
cuHApoma, npeacTaBnaeT co60M OANH U3 ero KoyeBbIX
KOMMOHEHTOB. JleinkoHnxusa npu cuHpgpome bBaprta—llam-
pn MOXeT ObITb TOTaNbHOM UMW O4aroBOW, BOBMEKaTb
pasnuyHoe KONMM4YecTBO HOMTEBbLIX MMACTUH NanbLeB Ku-
cten n cton [20].

CUHAPOM TOTabHOM NEAKOHUXUN —

YepHOro akaHTo3a — Aucrijia3nn Bosioc

CWHOpPOM TOTaNbHOW NENKOHUXUN — YEepHOro akaH-
To3a — pgucnnasum Bonoc (leukonychia totalis-acanthosis-
nigricans-like lesions-abnormal hair syndrome) sBnsetcs
OYeHb PEdKUM HacneaCTBEHHbIM CUHOPOMOM C HEU3BECT-
HbIM 3TMONaToreHe3oM. bonesHb NposiBnAeTcA ¢ poxnae-
HUS 1 B NepBble rodpbl Xu3Hu [21]. YactoTta BCTpeyaemocTtu
haHHoro cuHgpoma < 1:1 000 000 [22]. 3a6onesaHue Npo-
ABMAETCA TOTANbHBIM MOPaXEHNEM HOI'TEWN, a TAKXKE BbICbI-
NaHUAMN Ha KOXE LLEeW, NOAMbILLEYHbIX BMNAOUH U XMBOTA
no TUNy YepHOro akaHTo3a. Takxe oTMevaeTcs aucnnasms
BOSOC.

Cungpom PLACK

CuHgpom PLACK (akpoHum: Peeling, Leukonychia,
Acral punctate keratoses, Cheilitis, Knuckle pads) — ay-
TOCOMHO-PELIECCMBHOE 3a60neBaHne, MposBAsoLLeecs
C poxpaeHusi. HacToTa BCTpeYaemMoCTu JaHHOr0 CUHAPO-
Ma < 1:1 000 000 [23]. PasBuTure 3ab6oneBaHus CBA3bIBAIOT
cMyTauusammn BreHe CAST. Ha cerogHsILLHUIA feHb BbISBIE-
HO LUECTb MyTaL i, BA3AHHbLIX C pa3BUTUEM JAHHOIO CUH-
apoma: ¢.607dup (p.lle203Asnfs*8), c.424A > T ¢.1750delG
(p.-Val584Trpfs*37), ¢.461dupGCAT (p.Ser154Cysfs*6),
c.544G > T (p.Glu182*) n (c.507_508insA) [24-27]. 3a-
6oneBaHne NpPOABNSAETCA reHepasiM30BaHHbIM KCEPO30M
M WenyweHUeM KOXW, TOTanbHOW UM cy6ToTanbHOMU

BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(4):17-26 W
Vestnik Dermatologii i Venerologii. 2025;101(4):17-26 M
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Tabnuua 1. J1erKkoHNXsS KaKk MPOSIBIIEHVE HACNEACTBEHHbIX OONE3HEN 1 CUHAPOMOB
Table 1. Leukonychia as a manifestation of hereditary diseases and syndromes

NpeHTuthmkaumoHHbIi HoMep 60ne3Hu B kaTanore

HacnepctBeHHas 60ne3Hb WM CUHAPOM (aNbTEPHATUBHOE HAa3BaHME) Mak-Kblocuka OMIM (https://www.omim.org/)

JleiikoHuxus Kak 0053aTesbHbIi JUarHOCTUYECKNI MPU3HAK

FLOTCH-cuHgpom (HecMHAPOMHOE BPOXAeHHOe 3abonesaHune HorTeid 3-ro Tuna, NDNC3) 151600

Cunppom bapta—lamdpn (BAPS) 149200

*

CnHAPOM BPOXAEHHON TOTaNbHOM NENKOHUXM — YEPHOT0 aKaHT03a — ANCNNa3ni BONOC

CnHApOM KepaToAepMuy — runoTpuxo3a — T0TanbHON NERKOHUXNUN (ﬂa,ﬂ,OHHO—I’IOﬂ,OLLIBeHHaﬂ

KepatofepMus 1 BpOXXAeHHas anoneums 1-ro tuna, PPKCAT) ey
CHAPOM TOTANbHON NIEAKOHUXMIN — (hONNIMKYNAPHOrO KepaTo3a — runeprinaposa *
Cunppom PLACK (wenyLieHue Koxu ¢ neiKoHUXnen, akpasnbHblil TOYEYHbIA KepaTos, XennnT 616295
11 Y3€JIKI Ha CycTaBax nasnbLeB)
bonesHs lydra 236300
JIe/iKOHUXNA KaKk 4acTo BCTPeYaroLynics AnarHoCTUHECKNI MpU3HaK
Cuuppom Jloypu-Bypa (LWS) 226960
Cnuppom Hakcoca/Kapsaxans (NXD/gunaraunoHHas kapanommonartus ¢ LWepcTucTo-
KypyasbiMu Bosiocamu 1 kepatoaepmueit, DCWHK) 601211605676
TpuxopuHoganaHreanbHblit cuigpom 1-ro Tuna (TRPS1) 190350
J1aZloOHHO-NOA0LWBEHHAA KepaTo4epMus C FyX0Toi (KepaTofepMus NTaJ0HHO-NOAO0LLIBEHHAS 148350
C rNyX0TOMN)
Cungpom POEMS *
BonesHb Xeinnu—-Xennn (HHD) 169600
Ty6epo3Hblit ckniepo3 (Ty6eposHbii cknepod 1-ro tuna, TSC1) 191100
bonesHs fonda (AKV) 101900
Cunpgpom Anaxunnsa (curgpom Anaxunnsa 1-ro tuna, ALGS1) 118450
BpoXXaeHHbIN (hnbp03 3KCTPAOKYAAPHbIX MbilL 1-ro Tuna (hnbpo3 3KCTPAOKYASAPHbLIX MbILLLL 135700
BPOX[eHHbI 1-ro Tuna, CFEOMT)
®onnnKynAapHbIN LWNOBUAHbIA NOAPbIBAOWMIA KepaT03 CuMeHca (X-CBA3aHHbII 308800
honnnkynapHbIN LNNOBUAHBIA NoApbiBalOWMi KepaTod, KFSDX)
JInHeitHasa atpochopepmus MyneHa *
CMHAPOM KMCT CanbHbIX Xene3 — MOYeKaMeHHOi 601e3HM (MynbTUNAEKCHas cTeaTouncToma) 184500
Cunppom lemnepa 1-ro n 2-ro Tunos (HMLR1, HMLR2) 234580/616617
TMnoTpuxo3 n peunansnpyoLne nyssipbkin Koxn (HYPTSV) 613102
[leTckas ayTOCOMHO-LOMUHAHTHASA T-KJIETO4HAA MMM OoneHus ¢ unu 6e3 guctTpodun 618806
HorTeii (TLIND)
VIxTnnos ¢ aputpokepatogepmueii (IEKD) 620507
YepseobpasHas atpodoaepmms (AVA) 209700
* [laHHble 0 Ho3omnoruu B katanore OMIM oTcyTcTByHOT.
NeNnKOHNXMen, To4Ye4YHbIM KepaTo30M KOHEYHOCTEN, TUYECKUX CUHAOPOMOB, ONMCaHUA KINMHUYECKUX cly4vaeB
a TakXe y3enkamu Ha nofgyluedkax nansues [24]. Cyuie- KOTOPbIX B MUPOBON MEANLMHCKOW nuTepaType He NpeBbl-
CTBYIOT AlaHHble, CBUAETENbCTBYIOLWME O BO3MOXHOW re- waet 10 naumeHToB. K Takum 3aboneBaHuUAM OTHOCATCSA
HETUYECKOWN CBA3WN AAaHHOro CMHApOMa C rHe3dHOW ano- CUHOPOM KepaTogepMum — ruUnoTpmxo3a — TOoTanbHOM
neunen [28]. nerikoHnxmm (keratoderma — hypotrichosis — leukonychia
Takxe nenkoHuxus ABMSeTCA o06s3aTenbHbIM Ana- totalis syndrome) [29], cuHAPOM TOTanNbHOM NENKOHUXUN —
FHOCTUYECKUM MPU3HAKOM psaga KpawHe pedkux reHe- onnuKynspHoro kepato3a — runeprugpo3sa (leukonychia
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totalis-keratosis pilaris — hyperhidrosis syndrome) [30], 60-
nesHb MNydpra [31].

JleiikoHuxmMA KaK 4acTo BCTpeyarowwuiics

LMarHocTUYecKmii NPU3HAK HACNE[ACTBEHHbIX 6onesHen

W CMHApOMOB

CuHgpom POEMS

Cungpom POEMS (akponum: Polyradiculoneuropathy,
Organomegaly, Endocrinopathy, Monoclonal plasmacell
disorder, Skin changes; octeocknepoTudeckas muesnioma,
cvHgpom Takapayku, cmHgpom Kpoy—®ykaca) — pegkoe
HacnencTBEHHOE XU3Heyrpoxarolllee cocTosiHue, KoTopoe
XapaKTepu3yeTC HEBPOJIOrMYECKMMMU, IHOOKPUHOMOMU-
YECKUMW M remaTtoniorm4yeckumun HapywueHusmm [32, 33].
Cny4dan 3a6oneBaHns onMcaHbl B pasnnyHbIX MONynsum-
Ax, Bknodaa CLUA, ®paHumo, Kutan n Nugno [34-38],
O[lHAKO anuaemMmosnorndeckme gaHHsle cuHgpoma POEMS
ocTalTcs HemdBecTHbIMK. Mo gaHHbIM S. Nasu n coasrT.
YacTtoTa BCTPEYAEMOCTM LAHHOIMO CUMHAPOMA B AMOHCKON
nonynauun coctaenset 0,3 Ha 100 000 [39]. BnepBbie
OaHHbIN cuHapoM 6bin onucaH P.A. Bardwick B 1980 r.,
KOTOPbIA U MPEANOXMUIT HACTOALLMIA aKpOHUM Ans 0603Ha-
YeHUs KNMHMYECKONM KapTuHbl 3abonesaHus [40]. HecmoTps
Ha TO YTO M3MEHEHUS KOXM U ee MpUOATKOB BbICTYNalOT
ManbiMM KpUTEPUAMW OUArHOCTUKM [OaHHOrO CUHApOMA,
KIMHMYecKas KapTvHa yKa3aHHbIX MU3MEHEHUN [OCTaTO4HO
pasHoobpasHa M 3acnyXuBaeT BHUMaHUSA KIMHULMCTOB.
Y naumeHToB ¢ cuHgpomom POEMS oTmevatoTes Hanmune
04aroB rmneprnurMeHTaLmnmn, MHOXXeCTBEHHbIE FEMaHIMOMBI,
CKIlepoaepMonofo6Hbie N3MEHEHNST KOXU B BUAE aTpodu-
YeCKMX 04aroB, TaKxXe y HUX oTMevaeTcs runeptpuxos. Co
CTOPOHbI HOTTEN Hanbomnee YacTbiMU NOPaKEHUAMU ABNSA-
I0TCA runepTpodmyeckas octeocapTponaTus U NenKoOHUXMs
[35, 38, 41-43].

CuHgpom Hakcoca/Kapsaxans

CuvHgpom KapBaxani — pefgkui BapuaHT cuHgpoma
Hakcoca. Pa3Buntne gaHHOro cuHgpoma CBSiI3aHO C My-
Taunen reHoB, KOAMPYHOLUMX (PYHKUMK Gefika KNeTo4HOM
agresum — nnakornobvHa (JUP, 6one3Hb Hakcoca)
n pgecmonnakuHa (DSP, cuHgpom Kapsaxans) [44-46].
B uenom Ons gaHHbIX pacCTPOMCTB xapakTepHa Tpuaga
CYMNTOMOB — KapAuoMuonaTus, nagoHHO-NMOAOLBEHHbIN
KepaTto3 1 NopaxeHue Bosoc. Hannune nenkoHnxmm Takxe
6bI510 OMMCAHO Y MAaUMEHTOB C AaHHbIMU PacCTPONCTBaMM,
npu4emM B accoumaLmm ¢ OnUrodoHTuen [47].

CemeiiHas f06POKa4eCTBEHHAS y3bIp4aTKa

CemeliHaa po6pokadecTBeHHass nysbipyaTka (60-
nesHb Xennu—-Xewunu, 6onesHb [yxepo—Xennn—xXemn-
nv) — HacnegcTBeHHoe 3aboneBaHne KOXMW, XapakTte-
pusyoLleecs NosiBNIeHNEM Be3UKYNo-6ynne3Hon cbinu
B MecTax cknafok. Hactota 3abonesaHus oueHnBaeTcs
B 1/50 000 cny4aes [48]. NpepnonaraeTcs, 4TO B OCHOBE
3aboneBaHna nNexuT myTtaums B reHe ATP2C1 B XpoMo-
comMme 3q21-q24, kogupytowen nsocopmy 1 Caz/Mn3+-
AT®asbl cekpeTopHoro nyTu annapata lonsaxwm [49, 50].
KnuHnyeckn 3abonesaHne MNposiBNAeTcs BO3HWKHOBe-
HMEM CUMMETPUYHO PaCMONOXKEHHbIX CrpynnmMpoBaHHbIX
BE3MKy, 6ynn 1 3po3vii B MecTax MOBbILLEHHOro Tpe-
HUA N cKNnapok. BeicbinaHma o6bIYHO COMpPOBOXAATCA
cunbHbIM 3yaoM. O4arm CKMOHHbl K BTOPUYHOMY WH-
duumnposaHuio [51]. B oTnnume oT 60MbLUMHCTBA Npeg-
CTaBfIEHHbIX PacCcTPOMCTB, Npu 6onesHn Xennu—-Xennu
OTMeYaeTcs He ToTarnbHas, a NpofosibHasa NeNnKoOHUXuS,
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KoTopasa obHapyxusaeTtcsa y 70% nauuneHToB. [1pogonb-
Has NerKoHUXUA Npu 60Me3HN Xennu—Xemnnm MHOrMMu
aBTopamMu paccmaTpuBaeTcs Kak OAWMH U3 OCHOBHbIX
KMMHUYECKMX CMMATOMOB 3aboneBaHus [52, 53].

Ty6epo3HbIvi CKIEPO3

Ty6epo3Hbii cKnepo3 (6ones3Hb bypHesunns, 6o0-
nesHb lMpunrna—bypHesunnsa, Tpuaga ®oxrta, EPILOIA)
npegctaBnser cobon pepkoe HenpopepmaTosnornye-
CkOe pacCTpOMCTBO C ayTOCOMHO-AOMWHaHTHbIM TU-
NoM HacnefoBaHuA, XapakKTepusylLlieecs Hann4mem
KNeTo4YHOW M TKaHeBoW aucnnasum [54]. Yactota 3a60-
nesaHusa oueHuBaetcsa B 1:6000-10 000 cny4aes [55].
Ha cerogHslWHMI AeHb pa3BuTue 3aboneBaHUs CBA3bI-
BatT ¢ MyTauusmu de novo B reHax TSC1 n TSC2, ko-
aupyowmx 6enkn raMapTmH U Ty6epuH COOTBETCTBEHHO
[56, 57]. BnepBble gaHHoe 3a6onesaHne 6b110 ONUCAHO
Recklinghausen u Virchow B 1862 r. [58]. NopaxeHus
KOXW U ee npupgaTtkoB oTMmevarTca y 90% naumeHToB
C Ty6epo3HbIM cKrepo3oM [59]. XapakTepHbiMKU rnopa-
XEHUAMM ABMAKOTCA TUNEPNUrMEeHTUPOBAaHHbIE MNATHA,
HanoMuHalwLne «nncTbsl aceHs» [60], 1 aHrmodunobpo-
Mbl KOXW nuua [61]. YTo KacaeTca M3MEHEHNn HOrTen,
TO XapakKTepHbIM NPU3Hakom 3abonesaHusa BbICTyMaoT
¢pumbpombl annapata HorTa (onyxonb KeHHeHa) [62]. Mo-
Mumo atoro B pabote C.S. Aldrich n coaBT. 6610 O0TMe-
YeHO, YTO BbIIBNIEHNE Ha HOTTEBbLIX MNaCTMHaX Npoaosb-
HbIX 60p034, NMOOHOITEBLIX rEMOpparnini U NpPoAosbHON
NENKOHUXNN — MOJSIE3HblE OUArHOCTUYECKME HaxoOKu
HapaBHe Cc HOBOO6Gpa3oBaHMAMM annaparta HorTa [63].

bonesHs longha

BonesHb londa (6opopaB4yaTbii akpokepato3 [on-
ha) — penKoe, reHeTU4eCKn 006yCrnoBneHHoe 3aboneBaHne
KOXW C ayTOCOMHO-OOMUHAHTHbIM TUMOM HacfleoBaHwus,
XapakTepuaytoLleecs NnosiBfIEHVMEM 04aroB runepkeparosa
Ha TbINIbHOM MOBEPXHOCTU KUCTEN U cTomn. YacTtoTa BCTpe-
YyaemocTu 3aboneBaHnst Hen3BecTHa. BnepBble gaHHoe 3a-
6oneBaHue 66110 onncaHo Hopf B 1931 r. [64]. Mpepnona-
raeTcs, 4TO B OCHOBE 3a60neBaHus NeXuT MyTauus B reHe
ATP2A2, pacnonoxeHHoMm Ha xpoMocome 12924 [64]. Knu-
HUYeCKU 60Me3Hb NPOABNAETCH BOSHUKHOBEHMEM Ha Thiflb-
HOW MOBEPXHOCTN KNCTEN U CTOM rmnepkepaToTuyeckux na-
nyn v 6RsileK ¢ pegkuMm cnydyasMm NOpaxXeHUs NIOKTEBbIX
M KONEHHbIX CyCTaBOB, a TakXe KOXW roneHen [65]. B cny-
Yae 6onesHn onda NenkKoHNxXus BbICTYMNaeT B KayecTBe
OfIHOrO U3 CUMMTOMOB 06LLEeANCTPOPUYECKNX N3MEHEHUI
HOrTeNn, HapaBHe C UX UCTOHYEHUEM U MOSABIIEHNEM MHOXE-
CTBEHHbIX MPOAONbHbIX 60po3f [64].

CuHapom Anaxnnns

CvHgpom Anaxwnns (apTepvo-nedyeHoyHas aucnna-
3ud, cnHapoM Anaxunns-YoTcoHa, cuHOpoOM YOTCOHa—
Munnepa, cuHgpomarnbHas HeOoCTaTOYHOCTb KeNYHbIX
NPOTOKOB) — pepKoe reHeTuyeckoe NOoNMCUCTEMHOE 3a-
6onesaHne ¢ ayTOCOMHO-AOMUHAHTHbLIM TUMOM Hacnepo-
BaHWs, XapakTepuaytoLLeecs TAXeNbIMN MopaXxeHNsMu ne-
YeHu, rnoYekK, OpraHoB 3pPeHus], NErknux, KOCTHON CUCTEMBI,
BKNto4as paumansHele CTPYKTYpbl [66]. HacToTa BCcTpevae-
MOCTM 3a6onesaHuns Bapbupyetcsa oT 1:30 000 go 1:100 000
cny4yaeB [66]. CurHanbHble nyTn Notch urpatot ueHTpans-
Hyl0 posib B naTodumaunonormm cuHgpoma Anaxunns [67],
06bI4HO BbI3bIBAEMOrO fiefneunen Unun gynnukaumen B reHe
JAG1 (xpomocoma 20p12.2), KOTOpbIi KOOUPYET 6eNKoBbIN
Notch nuraHg n obbacHseT 94-96% cnyyaeB cuHgpoma
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Anaxunns [67]. JTeMkoHUXMA Takxe onucaHa y naumeHToB
c cuHgpomMoM Anaxunns [68], HO oHa He sBnsaeTcs pe3yrib-
TaTtoM HacnefcTBeHHoM naTonornmn. MoxHo npeanonoxuThb,
YTO MOSIBNIEHVE NIEMKOHUXMM Y MaUMEeHTOB C CUHOPOMOM
Anaxunnsa cBA3aHo C TAXENbIMU CUCTEMHbLIMU HapyLLEHU-
SIMW, B YaCTHOCTU C MOPa)KeHMeM MneyeHw, Ons KOTOpOoro
XapakKTepHO U3MEHEHMe LBeTa HOrTen Ha 6enbin.

J1afl0HHO-M040LLBEHHAS KePATOLEPMUS C [T1yXOTOMN

JlafoHHO-MOJOLLBEHHAA KepaTooepMusa C  TyXOTON
(palmoplantar keratoderma with deafness) — pepkoe re-
HeTu4eckoe 3aboneBaHue, CBSI3AHHOE C MyTaluen reHa
GJB2 (kOHHEKCUH-26) [69]. KnuHnYecku AaHHbIN CUHAPOM
NPOSIBNSETCA HaNM4YMeM NaJOHHO-MOAOLLBEHHON Kepa-
TOOEPMUN U OBYCTOPOHHEW CEHCO-HEBPAsNbHOW yXOTbl.
JlelikoHMxma B pamMKax OaHHOro CMHOpoMa BCTpedvaeTcs
W, NO-BUOUMOMY, SIBMISETCA OOHUM W3 MPOSBIEHUIA IKTO-
gepmansHon gucnnasum [10, 11].

WXTno3 ¢ aputpokeparoaepmnei

Nxtnos c¢ aputpokepatogepmumen (ichthyosis with
erythrokeratoderma) — pepkoe reHeTnyeckoe 3abonesa-
HVe C ayTOCOMHO-AOMWHAHTHLIM TUMOM HacnefoBaHus, Xa-
pakTepuaytoLLieecs MosIBIIEHNEM Ha KOXE 3pUTEeMaTO3HbIX
runepkepaToTuyeckux 6nswek [70, 71]. B ocHoBe 3ab6orne-
BaHWA NexuT mytauums B reHe KLK11 Ha xpomocome 19913,
KoavpyloLem epMeHT KalfIMKpenH-cBsA3aHHyo nentuaa-
3y 11 (KLK11) [70]. YunTtbiBas, 4T0 B OCHOBE 3a60neBaHns
nexaT HapyLUeHusi MPoLecCoB KepaTuHW3auuu, ero Knu-
HMYyeckas KapTvHa O4eHb CXoXa C AepMmaros3amu u3 3Tomn
rpynnel. Tak, nNpy nxTuose C aputpokepaTofepmMuen orT-
MeYalTCs apuTemMa U 3y KOXM B COMETAHUM C BblpaXKeH-
HbIM rMNepKepaTo3oM Ha pasrubaTeribHbIX NMOBEPXHOCTAX
KOHEYHOCTEN W CRUBAKOLMMUCA rUnepkepaToTUYeCcKNMn
6nAWKaMn Ha Koxe Tynosuwa. Takxe y naumeHToB OT-
MeyaeTca Hanmyne o4arosom nuéo anddysHom nagoHHo-
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noJoLUBeHHON KepartogepMuun. opaxeHusa HorTen y na-
LMEHTOB C faHHbIM PacCTPOMCTBOM BKIIHOYAIOT TOYEYHble
yrny61eHvs HOrTeBbIX NAACTUH U NIENKOHUXMIO NPenMyLLe-
CTBEHHO Ha nansuax cton [70, 71].

Takxe onucaHbl crydyam NeNKOHMXMM Yy MauneHToB
¢ cuHgpomom Jloypu—Byaa (Lowry—Wood syndrome) [72],
BPOXJEHHbIM (PMOPO3OM OKOMOrNasdHbIX My, 1-ro
Tvna (congenital fibrosis of the extraocular muscles
type 1) [73], dONNMKyNApHbIM LLUMIOBULHBIM NOApPbLIBatO-
wum kepato3om CumeHca (keratosis follicularis spinulosa
decalvans) [74], nuHenHon atpodogepmuen MyneHa
(linear atrophoderma of Moulin) [75], cuHOPOMOM KWUCT
calnbHbIX Xene3 — MoveKkameHHon 6ones3Hu (leukonychia
totalis — sebaceous cysts-renal calculi syndrome) [76],
TpuxopvHodanaHreanbHblM cuHagpomom 1-ro Tuna [77],
cuHgpomom lerimnepa 1-ro n 2-ro Tunos [78, 79], ¢ runo-
TPUXO30M U PeLMaMBUPYIOLLMMN NMy3bipbKamMu Koxu [80],
0EeTCKOW ayTOCOMHO-AOMWUHAHTHOW T-KNeTo4YHOn nMMao-
neHven ¢ unn 6e3 guctpodumn Horten [81], yepBeobpas-
Hon aTtpodhofepmuen [82].

3aknioyenue

HecMoTps Ha TO YTO 6OMBLLLMHCTBO ONUCAHHbLIX Hacnen-
CTBEHHbIX 3a60neBaHnin 1 CUHAPOMOB O4YeHb PEefKU U Nen-
KOHVXMA — faneko He Bcerfa ux BefyLnMn KIMHUYeCKU
npu3HakK, Heo6X0AUMO MOBbLILLEHHOE BHUMaHWe KIMHULM-
CTOB K JaHHOW OHMxogmcTpocmm. CBOEBPEMEHHOE BbisiB-
NleHne BO3MOXHOro CUHAPOMArbHOro KOMMOHEHTa NenKo-
HUXUN MOXET CbIrpaTb BaXKHYIO POSib Kak B AMArHOCTUKe
OCHOBHOro 3a6orneBaHusi, Tak U B BbI6GOpe TaKTUKWU Befe-
HWS naumneHTa B uenoM. BpoxaeHHasa NEMKOHNXMSA Kak npo-
ABMeHVEe 3KTofAepMarnbHON AUCNNasnm MOXeT ObITb OfHUM
M3 MepBbIX M XOPOLUO BUIYaNU3NPYeMbIX KIMHUYECKUX
NPU3HaKOB TAXENoro MynsTUCUCTEMHOro 3abonesaHus,
YTO TaKxXe cregyeT y4nTbiBaThb cneumanncTam pasninyHoro
npodpvns npu padoTe ¢ ganHon rpynnon nauneHTos. [l
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KCIIEPUIMEHTAABHOE MOACAHPOBAHUIE BPOKACHHOIO OYAAE3HOTO
SIIMAEPMOAN3A — HHCTPYMEHT U3YYICHHSA ITATOICHE3a U MUIIICHEN
I€HHOH TEpAINU 3a00ACBAHUA

© Kapamoga A.3., [upbko E.B., Aynoa K.M.*, Mnaxosa K.).

[0CYaAPCTBEHHIN HAYYHbIIl LEHTP A8PMATOBEHEPONOrAM 1 kocMeTonorin, Mocksa, Poccus

BpoxaeHHbIn 6ynnesHbin anngepmonus (BB3) — ato heHoTMNMYECKM U FreHeTMYECKM reTeporeHHas
rpynna HacneACcTBEHHbIX [epMaTo30B, XapakTepuayoLasaca o6pa3oBaHNeEM My3bipen Ha Koxe 1/unm
CIIM3UCTBIX 060/104KaxX NPU MUHUMAITbLHOM MeXaHMYeCKOM BO3[eNcTBun. IdyveHune natoreHesa

1 pa3paboTka TepaneBTU4EeCKuX cTparern npu BB conpsixeHsbl ¢ cyLecTBEHHbIMU TPYAHOCTAMMU,
KOTOpble 06ycnoBneHbl opdlaHHbIM XapakTepoM 3aboneBaHns U STUHECKUMU OrpaHNYeHUIMMU,
HakflagblBaeMbIMU Ha MPOoBefeHne uccnefoBaHnin ¢ yyactmem naumeHToB. B cBA3u ¢ 5Tum
aKcnepumeHTanbHble Mogenu BB3 Ha XUBOTHbIX, 0CO6EHHO C MCNOMb30BaHMEM NabopaTopPHbIX
MbILLERN, NpruobpeTaroT KNIYeBoe 3HaYyeHne B COBPEMEHHOM HayKe. [eHeTudeckn moguduumpoBaHHble
NMHUK, BOCNPOM3BOAALLME KHOHYEBbIE MyTauun B COOTBETCTBYIOLLUX reHax (Krt5, Krt14, Plec, Lama3,
Lamb3, Lamc2, Col7al v op.), yCNeLHO UMUTUPYIOT (PEHOTUNMYECKME NPOABIIEHUS, XapaKTepHbIe

ans 4yenosevecknx opm BB3, n no3sonaioT nccneqoBath 3Tanbl pa3BUTUS NaToNorM4ecKoro
npouecca, a Takxe u3ydatb MOJEKYNspHbIE OCHOBLI 3a60NeBaHNs U HULMMPOBaTL pa3paboTKy
HOBbIX 3PEKTUBHLIX METOLOB NeveHus. [NosiBneHne pegakTMpoBaHnst reHomMa ¢ nomMoLLbo
CRISPR-Cas9, patoLliee BO3MOXHOCTb BHOCUTb LiefieBble MyTaLUN B UHTEPECYIOLLME FeHbl, yNPOCTUIO
npotecc moaenMposaHusa 3aéonesaHus. [lansHeillee coBepLLeHCTBOBaHNE Mofenein Heo6xoanmo
0N 3PPEKTUBHON TPaHCNALNN IKCNEPUMEHTANbHBIX AaHHbIX B KIIMHUYECKYIO NMPaKTUKY.

Knto4yeBbIe CNOBA: BpoXAEHHbIN 6ynne3Hbii 3NUAePMONNS; Ny3bipb; MOAENb; FeH

KOHMNUKT MHTEPECOB: aBTOpbI AeKNapupytoT OTCYTCTBME IBHbIX M MOTEHLMANbHBIX KOH(DIIMKTOB MHTEPECOB,
CBfI3aHHbIX C Ny6nunkaumen HacTosiLLen ctaTbi.

NCTOYHUK PHAHCUPOBAHMWS: pyKONUCh NOArOTOBMEHA U OMYG/IMKOBaHa B paMKax BbINOMHEHUS
rocygapcteeHHoro 3aganusa OIrbY «MHUOK» Munsgpasa Poccun Ne 056-00003-24-02 Ha 2025 . 1 Ha nnaHoBbIN
nepuop 2025-2026 rr. «Pa3paboTka NekapcTBEHHOro rnpenapara Ha OCHOBE COMaTUYECKUX KIETOK A1 NleYeHns
60J1bHbIX BPOXAEHHbIM 6YN11€3HbIM 3MMAEPMOIN30M>».
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Experimental modeling of congenital epidermolysis bullosa —
a tool for studying the pathogenesis and gene therapy targets
of the disease

© Arfenya E. Karamova, Ekaterina V. Girko, Kseniya M. Aulova*, Xenia I. Plakhova

State Research Center of Dermatovenereology and Cosmetology, Moscow, Russia

Epidermolysis bullosa (EB) is a phenotypically and genetically heterogeneous group of hereditary
dermatoses characterized by the formation of blisters on the skin and/or mucous membranes with
minimal mechanical exposure. The study of the pathogenesis and development of therapeutic strategies
for EB present significant challenges. In this regard, experimental animal models of EB, especially using
laboratory mice, are important in modern science. Genetically modified lines reproducing key mutations
in the corresponding genes (Krt5, Krt14, Plec, Lama3, Lamb3, Lamc2, Col7al, etc.) successfully mimic
phenotypic manifestations characteristic of human forms of EB and allow us to study the stages of the
pathological process development, as well as to study the molecular basis of the disease and initiate the
development of new effective methods of treatment. The advent of genome editing using CRISPR-Cas9,
which allows targeted mutations in genes of interest, has simplified the disease modeling process. Further
improvement of models is necessary for effective translation of experimental data into clinical practice.
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M Beepenve

BpoxaeHHbI 6ynnesHelii anugepmonua (BB3) — ato
heHOTUMMYECKN M TFeHEeTUYEeCKM reTeporeHHas rpynna
HacneAcTBEHHbIX 4EPMAaTO30B, XapakTepuayoLlascsa 06-
pa3oBaHveM Ny3bipen Ha KOXe U/ CNM3nUCTbiX 06004-
Kax npyv MUHMManbHOM MexaHu4YeckoMm BosgencTauu [1].
Ha cerogHsLWwHMn AeHb B 16 reHax CTPYKTYPHbIX 6enkoB
KOXM BbIfiBNieHO 6onee 1000 myTauuit, CNOCOGHbLIX Npu-
BOAMTb K Pa3BUTUIO Pa3fINyHbIX KNWHNYecknx Tunos BEO:
npocton 6ynnesHblt anugepmonua (MB3), norpaHnyHbIN
6ynnesHbin anngepmonus (Morpb3), anctpoduyeckmin
6ynnesHbin anmagepmonu3 (OB3) u cuHgpom KuHane-
pa [2]. KaxAablh TN 06ycnoBneH Mytauusmum B onpege-
NEeHHbIX reHax, Kogupylowmx 6enku, obecnedusaroLime
WHTpasnugepMarnbHble UM OepMO-3nuMaepmarbHble Co-
eanHeHuns. Hanpumep, myTaumm reHoB KRT5, KRT14,
PLEC, KLHL24, DST, EXPH5 w CD151 Bbi3biBatoT 1B3;
nedektol reHoB COL17A1, LAMA3, LAMB3, LAMC?2,
ITGA6, ITGB4 v ITGA3 — pasnu4Hble cdopmebl Morpb3;
MyTauuun reHa COL7A1 — OB3, a FERMT1 — cuHgpom
Kunanepa [3—7]. B cBs3u ¢ 6onee rmy60KUM YpoBHEM MNO-
pa>keHus KOXW Npu peLeccuBHOM AMcTpodmyeckom 6yn-
nesHom anugepmonuse (POBJ), nogtune AB3, n MNorpb3d
BO3pacTaeT pPUCK NpUcoeanHeHns BTOPUYHOM MHpekLmn,
pas3BuTMA cencuca, a Takxe 6bICTPO MeTacTa3upyroLLero
NSIOCKOK/IETOYHOIO paka KoXu B 06NacTh XPOHUHECKMX
KOXHbIX 3B U/Unu Ha pybuax [2]. B 2016 r. pacnpocTtpa-
HeHHocTb BBEJ Ha Tepputopumn 60 13 85 cy6wekToB Poc-
curickon degepaumm coctasuna 3,9 Ha 1 MNH HaceneHus,
3abonesaemoctb — 0,33 Ha 1 MNH HaceneHus, Npyu 3ToM
oTMe4eHo npeobnanaHune 6onbHbix NBD 1 B3I (cooTBET-
CTBEHHO 48 1 24%) [8].

M3yyeHne nartoreHesa u paspaboTka TepanesTu4e-
CKMx cTpaterui npu BB conpseHbl C CyLeCTBEHHbIMU
TPyAHOCTAMMK, OOYCMOBMEHHBbIMU OpPdaHHbIM XapakTepom
3a60neBaHns N TUHECKNMU OFPaHUYEHUSAMWN, Haknagbisa-
eMbIMM Ha NpoBefeHVe NCCnegoBaHni ¢ y4acTnemM naum-
eHTOB. B cBfian ¢ 3TUM 3KcnepumeHTanbHble Mogenu BB3
Ha >XXMBOTHbIX, OCOGEHHO C MCMONb30BaHWeM nadoparop-
HbIX MbILLIEN, NPMOBPETaIOT KNoYeBoe 3Ha4YeHne B CoBpe-
MEeHHOW Hayke. [laHHble Modenu No3BONSAIT PenpogyLmMpo-
BaTb creuyndunyeckmne reHeTm4eckue gedekTol (Hanpumep,
myTaumu B Col7al, Krt14 v gp.), nexawime B OCHOBE pas-
nn4HbIX TMNoB BB3, nmutnpoBaTh natonornveckne mnpo-
Leccbl, acCoLMMpOBaHHbIE C HapyLLUEHWEM LIeSIOCTHOCTU
MHTpasnugepmanbHOro n gepmo-anvaepMasibHoOro coegu-
HeHus, a Takxe obecne4ymBaTb NNATPOPMy AN AOKIMHU-
YeCKOW OLEHKW NepcrneKTUBHbBIX METOL0B Tepanuu B yCio-
BUSIX in Vivo.

Llenb paHHOro o63opa — npeacTaBuUTb COBPEMEH-
Hble mogxofbl K co3gaHuio mogenen BBO Ha XMBOTHbIX
(taébn. 1). MNownck nHdopmauumn ocylecTenanca no 6asam
naHHbIx Scopus, Web of Science, e-library, Google Scholar,
PubMed, MedLinea ¢ ncnonb3oBaHveM crnegyooLmx 3a-
npocoB: epidermolysis bullosa (BpoXAeHHbIV 6ynne3Hbin
anupgepmonua), epidermolysis bullosa simplex (npocton
6ynnesHbI anMgepmMonuna), junctional epidermolysis bullosa
(norpaHuyHbIN  6ynnesHbii  anuagepmonuna), dystrophic
epidermolysis bullosa (guctpodunyecknii 6ynnesHsln anu-
nepmonug), kindler syndrome (cungpom Kunagnepa), animal
models of epidermolysis bullosa (Mogenn BpoXaeHHOro
6yNnes3Horo anNMaepMonm3a Ha 1abopaTtopHbIX XUBOTHBIX),
epidermolysis bullosa mouse model (Mogenn BpPOXAEHHO-
ro 6ynne3Horo anMaepMonm3a Ha Mbiwax). nybuHa nowc-
Ka — ¢ 1995 no 2025 r.
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MpocToit 6ynne3Hbli anugepmMonus

NMBD xapakTepudyeTcd 06pa30BaHMEM My3blpen
B BEPXHUX CNOsIX anuaepMuca n asnseTca Hanbonee pac-
NpocTpaHeHHbIM TUNoM BB ¢ ayTOCOMHO-AOMWHAHTHBLIM
HacnepgosaHueM [3, 9]. B 75% cny4aeB oH 06ycrnoBrneH
MUCCEeHC-MyTaumMammn B reHax KRT5 n KRT14 6enkos
M3 rpynnel KepatuHos Il TMna, opMUPYIOLLIMX MPOMEXY-
TOYHbIE PUMAMEHTbI U SKCMPECCUPYIOLLIMXCA B OCHOBHOM
B 6a3anbHbIX kepaTtuHouuTax [3]. MyTauus npuBoguT K Ha-
pyLleHnio OyHKLUNN ONIaMEHTOB, HO He BbI3bIBAET MX NOJ-
HYI0 anMMmnHaumio [10].

B uccnepgosaHun B. Peters n coasT. (2001 r.) nHaktu-
BaLusa reHa kepatnHa 5 (Krt5) Bbi3blBa€T MHOXECTBEHHbIE
3p031M Y MbILLEN N TMBenb B MepBble Yachl XU3HN n3-3a
OTCYTCTBUS KepaTMHOBbLIX hMnaMeHToB B 6a3arnbHOM anu-
gepmuce [11]. C. Lloyd n coast. (1995 r.) onpegenvnu,
YTO HOKayT reHa kepatuHa 14 (Krt14) no3BonseT COXpaHUTb
YacTb LMTOCKeneTa 3a CHeT KOMMEHCATOPHOM SKCrpeccun
kepatuHa 15 (Krt15), XoTa 1 NpUBOAMT K pacrnpocTpaHeH-
HbIM 3PO3MBHbLIM AedeKTaM KOXW U CMepTu BCKOpe rnocre
poxpeHus [12]. MHakTuBaumsa reHos Krt5 u Krt14 y Mblwen
accoummpoBsaHa Cc ToTanbHOM AecTpykuumen anugepmuca
M HeoHaTtarnbHOW NeTanbHOCTLIO, YTO NofyYepkmBaeT yH-
haMeHTansHyto pons KRT5 n KRT14 B o6ecneyeHun mexa-
HU4YecKon Npo4HocTu anuaepmumca [11, 12].

3apgonro OO0 pas3paboTKM  HOKAyTHbIX  Mogenen
R. Vassar u coaBT. (1991 r.) ycTaHOBUM, YTO 3KCNpeccus
MYTaHTHOro reHa Krt14 B snupgepMuce Mbilled npusoauT
K OBLLUMPHBbIM KOXHbIM nopaxkeHusm, kak npu MB3 y no-
gen [13]. B panbHeviwem T. Cao u coasT. (2001 r.) pa3pa-
60TaHa NMMHUA MbILen ¢ MHAYLMPOBAHHOM TOYEYHOW MyTa-
uuen C-T B kopgoHe 131 (npuBosALLEN K 3aMEHe apruHMHa
Ha umcTenH) B reHe Krt14 [14]. JaHHaa MyTaLms aHanorny-
Ha ToW, KoTopas BcTpeyaeTcs y naumeHToB ¢ B3 [15]. Ta-
Kas Mofernb Mo3BOMsAET fIoKanbHO akTMBMPOBATbL MYTaHT-
HbI annenb Krt14, npysoauT K NOSIBIIEHWIO Ny3bIpew in vivo
1 Bocnpom3soamT peHoTun MBS B KOHTPONMPYEMBbIX YCio-
BUAX. 3aXMBMNEeHMe My3bIpe MPOUCXOAMT 3a CHET Murpa-
LN HenoBpeXXAeHHbIX CTBOMOBLIX KMETOK U3 npunerao-
LLUX 30H, TEM CaMbIM OOBACHAS MO3ANYHOCTb 3aXKUBIEHWA
y nauuentos ¢ NMB3. lMNpu akTMBauum MyTaHTHOro annens
BO BCEW KOXe MbILLY orméanu B TeYeHne nepson Hedenu
BCNEACTBNE HANMYMNA OBLLMPHBLIX 04aroB NMopaxXeHwus.

WccneposaHne nogyepkvMsaeT noTeHUuanbHble BO3-
MOXHOCTW TECTUPOBAHUA HOBbIX METOLOB MEHHOW Tepanuu
MB3 Ha XW3HecnocobHbIX Mofenax Mbiwen [14]. Xumep-
Hble PHK—[OHK-onuronykneotuasl Moryt 6biTb UCMOMbL30-
BaHbl ANA UCMNpaBieHns TO4eYHOM MyTaumMm B MyTaHTHOM
annene K14 nocpencTtsomM romMonorm4yHon pekoMméuHaumm
1 ucrnpaefeHusa HecooTBeTCTBUM [16, 17].

B pegkux cny4yasx MNBO ceA3aH ¢ myTauusmu B re-
Hax PLEC, KLHL24, DST, EXPH5 v CD151 [4]. OnuxcaHo,
yto B 8% [B3 accoummpoBaH C MyTauuUsAMW TFeHa, 3KC-
npeccupylolero nnektuH (PLEC), KoTopbli siBnsieTcs
KITHO4YEBLIM KOMIMOHEHTOM MPOMEXYTOYHBLIX (DUNaMEHTOB,
obecneymBaeT MexaHN4ecKyo NPOYHOCTb U CTAbUIBLHOCTb
KNEeToK, OCO6EHHO B 3nuaepMuce 1 MbllieyHon TkaHu [18].
B pa6ote K. André n coast. (1997 r.) HokayT Plec y Mbl-
e NpuBOAUT K 06pa3oBaHUI0 MHOXECTBEHHbIX, 6bICTPO
BCKpbIBAOLLMXCA My3blpert B 6a3anibHOM Crioe snuaepMu-
ca, nporpeccupyoLLier MbiLLEYHOW AUCTPOdIUN, CepAeIHOM
HefoCTaToOYHOCTM U MocnenylLwemMy neTanbHoOMy ucxony
Ha 2—3-1 geHb nocne poxaeHus [19].

Moaxe R. Ackerl n coast. (2007 r.) co3ganu mogenu
MbILLENn C MO3an4HOM cxemon pdeneuuun Plec, orpaHuyeH-
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30.

HOW KOXeW. Takne XMBOTHbIE OKa3anucCh XU3HECNOCOOHbI-
MU, a KNMHMYecKas KapTuHa COOTBETCTBOBaa o4aroBoMy
XapakTtepy nopaxenus koxu npu MNB3 y nogeii. OaHHas
MOZEeNb NO3BONSAET NOHATb PEHOTUNUYECKME NPOSIBIEHUS
deduumnTa naekTMHa B MHOMOCAIOMHOM 3MNUTeNuu, a Tak-
Xe npoaHanuampoBatb ero OyHKUMIO B OPYrnx TKaHsX,
nopaxatowmxcs npu MBI, Takmx Kak CKeneTHbIe MbILLLbI
WU MO3r, YTO MOXET 6bITb UCMOMbL30BAHO B Ka4ecTBe TeCT-
cucteM ansa paspaboTKyn HOBbIX METOOOB Tepanun 3aborne-
BaHuA [20].

MorpaxnyHblit GynnesHbli anMaepmonus

Morpb® — aTto Tvn BB3, xapakTepuaytowmica o6-
pasoBaHveM My3bipeit U 3PO3UN Ha KOXEe U CIU3UCTbIX
060M04Kax Ha ypoBHe CBET/ON nnacTuHkKM (lamina lucida)
6asancHoi MembpaHbl [21]. Passutne Morpb3d ceazaHo
Cc MyTaumsamu cemu reHoB — COL17A1, LAMAS3, LAMBS3,
LAMC2, ITGAG6, ITGB4 v ITGA3, kogupyloLwmx COOTBET-
ctBeHHo KonnareH XVII Tuna, a3-, f3- 1 y2-uenu namuHu-
Ha-332, a6-, f4- n a3-cybbeanHulbl MHTerpuHa [5, 22, 23].
[ns 3abonesaHus xapakTepeH ayTOCOMHO-peLeCcCUBHbIN
TUN HacnegoBaHWs 60Me3HN, NpU KOTOPOM MaHudecTaums
60ne3Hn NpouCXoauT B Cryvae HocuUTenbcTBa MyTauuin
Ha 060uX annensx CoOOTBETCTBYIOLLEro reHa [22]. AyTocoM-
HO-OOMWHAHTHOe HacnegosaHwe MNorpbd perncTpupyeTcs
KpaviHe pefko [24].

K [OBYM OCHOBHbIM Cy6TMMNaMm OTHOCAT TsXenbln
Morpb3 (paHee — TAXenNbIN reHepanmM3oBaHHbIv Morpbd
lepnuua) n Morpbd cpepHen TaxecTn (paHee — reHepa-
nn3oBaHHbIV MNorpb3 cpepHen TaxecTn He-Tepnunua) [22].
Taxenovii MNorpb3d cBA3aH ¢ NOAHLIM OTCYTCTBMEM NaMu-
HWHa-332 — MynLTUAOMEHHOro 6€erka n3 cemencrTaa 6en-
KOB NTaMWHWNHOB, (PYHKLUSAMWN KOTOPLIX ABMAOTCA Noaaep-
XaHwe afreauun anuTenus 1 3HO0TENUsA Ha noanexatumnx
TKaHsaX, a Takxe nepefaya cMrHanos, perynmpyowmx Mn-
rpauuio n nponudepaumio KneTok, coxpaHeHne XusHe-
CNOCOBGHOCTU U AN PEPEHLUUPOBKY CTBOJOBbLIX KIETOK,
No3TOMY 4acTO NPUBOAMT K NeTanibHOMY UCXOAY B NepBble
MecsiLbl U rofbl XXN3HU 60NbHOrO [4].

B uccneposaHuun M. Ryan u coasT. (1999 r.) onucaHo,
4YTO HOKayT Lama3 accouuupoBaH C MNOSIBIEHWEM MHO-
XECTBEHHbIX My3bIpen N 3PO3UBHbLIX [EPEKTOB Y MbILLIEN
N BbICOKMM YpPOBHEM HeoHaTaslbHon cmepTHoCcTu [25].
X. Meng u coasT. (2003 r.) OTMETWUAMX, YTO MHAKTUBaLUSA
reHa Lamc2 nyTtem HanpaBfieHHOW feneuuun 3k3oHa 8
CO CABUIOM pamKu CYUTbIBAHUA NPUBOAUT K OGLLUMPHBLIM
NMOPaxXeHUsIM KOXW Ha 1—2- AeHb XWU3HU MbIIEA U ru-
6enn B TedeHue 5 gHen nocne poxpaeHus [26]. J. Kuster
n coasT. (1997 .) 06HapyXunu, 4YTo CNOHTaHHas BCTaBKa
intracisternal-A particle (IAP) Ha cTbike 3K30Ha U MHTPOHA
B reH Lamb3 BbI3blBAET Y MbILLIEN HapYyLUEHNE CTPYKTYpbI
nonygecMocom, o6pasoBaHne MHOXECTBEHHbLIX My3bIpen
N 3PO3UIN Ha KOXE W CU3UCTLIX 0605104Kax ¢ nocneayo-
LWMM neTanbHbIM UCXOAO0M [27]. B cBA3K C TAXENbIM Teye-
Huem 3aborneBaHuns MoAeNy ¢ MyTaumMaMu B reHax Lamas,
Lamb3, Lamc2 6bINnn HEeXU3HEeCnocobHbIMKU, 4YTO 3a-
TPYOHANO UX UCMOMb30BaHWe B UccnegoBaHusax [25-27].
J. Bubier n coasT. (2010 1.) BbISBUIM CNOHTAHHYIO MyTaLuio,
KoTopas He NMOSIHOCTLIO OTKIIIOYAEeT reH, a NNLLb CHMXaeT
YPOBEHb y2-Lenu namMmmHnHa-332, 4To Nomorno B co3fa-
HUW MoJernen Mbilen, COBMECTUMbIX C XU3HbIO. [OMO3U-
rOTHbIE MbILUN POXAANINCL XUBLIMU CO CTPEMUTENbHBIM
passuTMeM MpPOrpeccupyrowero  ny3bipHO-9PO3UBHO-
ro nopaxeHus KOXu U CIU3UCTLIX, O4YEHb MOXOXEro Ha
Morpb3 cpegHer TAXeCTM Y YenoBeka. Takme Mbiln cTpa-
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hann XpoHN4YEeCKUMU He3axusawLLnumMm paHamu, fedop-
Mauunen KortTen, Takxe y HUX 6b111M OTMeYeHbl BHEKOXHbIE
NPOSABMEHNSA: OCTEONEHNA (CHUXEHNE MUHEPaNbHOW NAOT-
HOCTW KOCTeWN), HapyLleHue pocTa 3y60B 1 AbixatesibHas
HefocTaTo4HOCTL. XKn3HecnocobHasa Mofernb, onMcaHHas
B pa6ote J. Bubier u coasT. (2010 r.), npegctaBnsieT cob6omn
BaXHbI AOKMUHUYECKUA WHCTPYMEHT, KOTOPbIA MOXET
6bITb UCNONBb30BaH ANA OUEHKU 3PPEKTUBHOCTU U 6E3-
OnacHOCTW FeHHOW Tepanuu nepep NepexofomM K KInHu-
YeCKUM UCMbITaHUAM Ha nauueHTax [28].

A. Capt u coast. (2005 r.) coobLmnm, 4TO peueccus-
Hble MyTaummn B reHax Lama3 n Lamb3 npusopsT K [Norpbd
Yy HEMELIKMX MOMHTEPOB — NOPOAUCTbIX cobak [29]. aHHasn
Mofesnb NOAXOAUT ONA OLEHKM HOBLIX paspabaTbiBaeMbIX
MEeTO[I0OB F'EeHHOM Teparnuu, OCHOBaHHbLIX Ha [OCTaBKe pe-
KOMOWHaHTHOW Lenu a3-ueny naMmmHuHa-332 u/unm crpa-
Tervm crnnamcuHra reHoBs, a Takxe NpefcTaBnsaeT BO3MOX-
HOCTb UCCNEefoBaHUs TOMEPaHTHOCTU K TpaHcnnaHTauum
CTBOJIOBbIX KIIETOK KepaTMHOLMTOB, 3KCNPeCcCUpyoLwmx
B3- 1 y2-uenu namuHMHa-332 ¢ MyTUPOBaHHLIMK 3MuTOMNa-
mu [29, 30]. F. Spirito n coast. (2002 r.) onucanu nepsyio
«BOMbLUYIO» XUBOTHYIO Mofenb C Tsxenbim lMorpbd —
y 6enbrMncKnX XepebaT 6bICTPO BCKPbIBAKOLLMECS My3bIpU
C (bopMMpOBaHNEM 3PO3UIA BbI3BaHbI MyTaumen (roMosu-
rOTHOM BCTaBKOW Mapbl ocHoBaHwi — 1368insC) B reHe
Lamc2, KoTopbln N0 aMUHOKUCIIOTHOM nocnefoBaTefbHo-
CTU N CTPOEHMIO LIEeNn NPakTUYECKN NOEHTUYEH YenoBeye-
ckomy [31]. daHHble Mogenu He 6binu LeneHanpasieHHO
BbIBefleHbl, HO CTanu noATBepXAeHeM BaXHOW ponu na-
MUHMHA-332 B obecneyeHun MPOYHOCTU AepMOo-3anuaep-
ManbHOro CoeiHEeHUs N MOTYT 6bITb UCMOSb30BaHbI B Ka-
YecTBe TECTUPOBaHUS HOBbIX METOLOB reHHOW Tepanuu in
vivo [29, 31].

Morpb3d ¢ artpeaveit NMMNOpUMYecKoro oThena BbI3BaH
B OCHOBHOM MyTauusMu reHos ITGA6 w ITGB4, akcnpec-
CUS KOTOPbIX OBHapyXMBaeTCs B pasfnyHbIX yHacTkax anu-
TenMa — B KOXe, CIIN3UCTbIX 060/104Kax MOYEBLIBOASALLIMX
nyTen u Xxenyno4Ho-Kk1LeyHoro TpakTa [32, 33)]. B nccnepo-
BaHun E. Georges-Labouesse u coaBT. (1996 r.) onucaHo,
YTO OTCYTCTBME 06-CyObeanHULIbI MHTErPUHA Y MbILLEN Npu-
BOOMT K HapyLUEHWIO CTPYKTYypbl MOMyAecMOCoM, MosiBne-
HMIO Ha KOXXE MHOXECTBEHHbIX My3bIpen, 3po3uni n K cmep-
TM cpasy nocne poxpaeHus [34]. Moyt opHOBPEMEHHO
R. van der Neut u coaBT. (1996 r.) He3aBMCUMbBIM MyTEM
BbIBENW NUHUIO MbIlen 6e3 B4-cybbeanHuLbl UHTerpuHa.
OtcyTcTBME NONYAECMOCOM MNPUMBOOMIO K MOBCEMECTHON
OTCIOWKe 3anuaepMuca 1 BbICOKOW netansHocTu [35]. Odak-
Hble paboTbl NOATBEPXAAIOT BaXHYIO posib abfB4-uHTerpnHa
B MpUKpenneHun anvpgepmuca K 6asansHon mMembpade,
npv OTCYTCTBUM KOTOPOro Y Mofenen HabnogaeTcs KnuHu-
Yyeckas KapTuHa, aHanornyHasa Tsokenomy Morpbd [34, 35].

B panbHenwmnx uccnegoBaHusx npeanpuHUManmncb
nonbITKN cMar4uTb deHotun. Hanpumep, K. Raymond
1 coaBT. (2005 I.) Nony4Ynnn yCcrnoBHO-HOKAYTHbIX MbILLIEN
no B4-cy6beanHuue nHTerpuHa (Bblklto4eHMe reHa B Koxe
OCYLLECTBNANOCHL TONMbKO NOcre onpefeneHHoro sBo3pac-
Ta), 4TO MO3BONUMIO U36exaTb HeoHaTanbHOW CMepTu
W N3y4nTb BNUSIHUE NMOTepu NONyAecMOCOM Ha passBuTue
3abonesaHus [36]. Y naunmeHToB roMO3MroTHas HOHCEHC-
MyTaums B reHe ITGA3 npuBoganT K NosiBNIEHUIO 6GbICTPO
BCKPbIBAIOLNXCA My3bIpEN Ha KOXe, pasBUTUIO BPOX-
OEHHOro HepoTMYeckoro cuHapoma, uHTepcTuumans-
HOM 60One3Hu nerknx, Yem O6ycrnoBAMBAET neTaNbHbIN
ncxopn 3abonesaHvsa B MrafieHYecTBe UMM paHHeEM feT-
ckom BospacTte [37]. Cnyyam ¢ MMCCeHC-MyTauusMn xa-
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pakTepuayloTcs 6ornee fierkuMm Te4YeHneM, BbIXMBaHUEM
0O nosgHero geTcTtBa wunu 3penoro BoapacTta [38, 39].
B nccneposanum C. DiPersio n coaBT. (1997 r.) onuncaHo,
YTO BbIKJ/IIOYEHUE reHa, kKoaupylowero a3-cyobeanHuly
WHTerpuHa, K 15,5 gH0 3MO6PUOHANLHOIO Pa3BUTUA Mbl-
e BbI3bIBANO CTPYKTYpHble pedekTbl 6as3anbHomn
MeM6paHbl, BKo4Yasa MpepbLIBUCTOE pacrnpefeneHune
namunHnHa-332 un konnareHa IV Tuna, cnoco6cTBOBANo
NOSIBNEHNIO N BLICTPOMY pacnpocTpaHeHuto cybanuaep-
MarbHbIX My3bIPe B KOXE U NeTanbHOMY NCXo[y BCKope
nocne poxpaeHus. Takum o6pasom, aBTopbl onpefenvnm
BaXHYy0 ponb a3f1-nHterpmHa B pOpMMpPOBaHUN CTPYK-
TYPHOW LEeNI0CTHOCTK 6a3arnbHOM MeM6paHbl KOXWU 1 obe-
cneveHun agresuu anugepmuca kK gepme [40].

MyTaumn rena konnareHa XVII tuna (COL17A7)
06bI4HO accouunpoBaHbl ¢ pa3sutneM Morpbd cpegHen
Tsxectn [41]. KonnareH XVII Tuna (TakXe W3BECTHbIN
kak 180 k[da aHTureH éynnesHoro nemcurovga, BP180
n BPAG2) aBnsieTcs OCHOBHbIM CTPYKTYPHbIM KOMMOHEH-
TOM MOMyAecMOCOM — BbICOKOCMELManM3npoBaHHOro
MYJNETUOENKOBOro KOMIMIEKca, KOTOpbIi obecrneynBaeT
KpernneHne 6asarnbHblX anuTennarnbHbIX KNETOoK K nogne-
Xallen 6asanbHon MembpaHe B MHOMOCIOMHOM, NceBao-
MHOIFOCNOMHOM U rnepexogHoMm anutenun. [Momumo
yyactms B popmMmpoBaHMM MONyaecMOCOM KommnareH
XVII Tna perynupyet auddepeHUnpoBKy amenobnacTtos
M TEM CaMbIM y4acTBYyeT B pa3BuTuu 3y60B [42—44]. B pa-
60T1e Y. Katoh n coasT. (2024 r.) onucaHbl MOOENN KpbIC
¢ MNorpb3, KoTopbIN BbI3BaH MyTaumein B reHe Col17al. He-
CMOTPS Ha TO YTO Y FOMO3UIrOTHLIX KPbIC, Y KOTOPbLIX NOJSI-
HocTbto oTcyTcTBOBanN konnareH XVIl tuna, npy poxaeHun
KOXa BbIrnsafena no4tv HopMarsnbHOW, B Te4eHWe nepBoro
OHS XXM3HW BO3HMKaNN MHOXECTBEHHbIE My3bipy MO BCe-
My Teny, npuBoAaLLmMe K ruéenu geteHoiwen. C noMoLblo
3NEKTPOHHOW MMUKPOCKOMNUU BbISIBNIEHO OTCYTCTBME CO-
CTaBHbIX 4acTen nonygecmocoMm — BP230 n nnekTtuHa,
xoTa aKkcnpeccma MPHK aTux Monekyn, no KpanHen mepe
BO BpeMs (peTanbHOro nepnona, He 6bina HapyLleHa [45].
Kak 1 B paHee NpoBOANMbIX UCCNefoBaHMAX Ha MOAENsAxX
MbILLER, TaK 1 B AaHHOW paboTe nokasaHo, 4To KonnareH
XVII Tvna He Tak BaXkeH A1 pa3BuUTUSA KOXN B NpeHatarb-
HbIV Nepuof, HO KPUTUYECKN HEOBXOAMM ANa Nopaepxa-
HUA CTabuUNbHOCTU AepMOo-3anuaepmarbHbIX CBA3en Mo-
cflie poXAeHusa, No3ToMy npeanoxeHHas mogens Norpb3d
MOXeT ObITb UCMonbL30BaHa ANns farnbHenLero TecTupo-
BaHWs TepaneBTUYECKNX MOAXOAOB, BKIOYasa reHeTnde-
CKYI0 koppekumio mytauni Col17al [45, 46].

IucTpodndeckuii GynnesHobiid anuaepmonus

OB — 310 TMN 6yNnes3Horo anuMaepmonuaa, xapak-
TepuayLLnncs obpasoBaHUEM MNy3bIpei B BEPXHEN YacTu
OepMbl, HUKe TeMHON nnacTuHkM (lamina densa) 6a3anb-
Hol MemM6paHbl. Bce nogtunel B3O 06ycnoBneHbl MyTaLum-
Amun B reHe COL7A 1 Ha xpomocome 3p21.31, kogupytoLlem
anba-1 uenb konnarexa VIl Tina — ocHoBHoro 6enka
SAKOPHbIX OMOPUNI, CTPYKTYpbl, yH4acTBYOLLEN B NpUKpe-
nneHuu anugepmuca K nognexatlen gepme. B saBucumo-
CTW OT TUNa HacnegoBaHWA BbIAENSAT ayTOCOMHO-O0MU-
HaHTHbIA 1 ayTOCOMHO-peLieccuBHbIn B3 [47, 48]. YacTo
BCTPeYaroLWUMUCH KIIMHUYECKUMU (hopMamMu 3ab0rneBaHus
cyMTaloTCA TAXenbld peuleccuBHbin [1BO, peueccuBHbIN
OB3 cpepHen TskecTn, fOMUHaHTHLIR [IBD cpepHen T4-
XECTU M NOoKann3oBaHHbIN OMUHaHTHbLIN B3 [49]. Hau-
6onee TaAXenoe TevyeHWe XapakTepHo Ans 3abonesaHuin
C peLecCrBHbIM TUMOM HacnegoBaHusl, 06YCMOBEHHbIX
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MOJHBLIM OTCYTCTBMEM UMW 3HAYUTENbHBIM YMEHbLUEHUEM
aKcnpeccumn konnarexa Vil Tuna B Koxe 1 CIM3nUcTbIX 060-
noukax [50-52]. NMoMMMO KOXU NPOUCXOOUT MOpaKeHue
BHYTPEHHMX OpraHoB, BKIOYasa Xenygo4HO-KULLEYHbIN
TpaKT, Mo4YenosnoBble NyTn, NOYkK U cepaue [53, 54]. B nu-
TepaTtype onucaH psg Mofenen — OT MOSMHbIX HOKayToB
0O rMnomMopdHbIX annenbHeix Bapuauui Col7al, oTpaxa-
IOLLIMX BECb CMEKTP pa3Hoo6pasnsa 1 TAXKeCTH 3abonesaHns
[55, 56].

S. Heinonen u coaBT. (1999 r.) onncanu XWBOTHYIO
Mopfesb, MONyYeHHYo MyTeM LefieHanpasnieHHoNn roMorso-
rMYHON pekoMbuHaumu. HauenveatoLmin BEKTOP 3aMeHUs
9K30Hbl 46—69 Col7al reHoM yCTOMYMBOCTU K HEOMMULU-
HYy B OpMeHTauMmM o6paTHOW TPaHCKPUMLUMK, YTO MPUBENO
K anMMuHaumMm 6onbluen Yactu anbga-1 uenu konnarexa
VIl Tuna. MNetepoaunrotHele (+/—) mMbiwn Col7al 6binn de-
HOTUNUYECKN HOpMarbHbIMW. [1py CKpeLuMBaHUN MbILLIER
Col7atl (+/-) y notomcTBa ¢ reHotunom Col7al (—/-) Ha-
6énofanack nonHas notepsi AKOPHbIX Ubpunn Bo Bpemsi
poXAeHus, MosiBNIEHNE MHOXECTBEHHbIX cy6anuaepmMarb-
HbIX My3bIPEN Ha KOXe, YTO MPUBOAMUIIO K CMEPTU MbILLIEN
B TeveHue 1—2 Hefenb XMU3HWU, NOMTHOCTLI0 UMUTUPYS Kap-
TUHY Tsxxenoro peueccusHoro OB3 y yenoseka. daHHas
Mofesb MOXET 6bITb MCMOMb30BaHa AN U3y4eHus naTore-
He3a B3 n TectupoBaHusa reHHon Tepanum [55].

Mo3axe A. Fritsch n coasT. (2008 r.) yganocb co3gatb
mMogenu ¢ runomopdpHeiMu annensmm Col7a1 — ¢ NOHWXeH-
HbIM, HO HEHynNeBbIM ypoBHeM kornnareHa VIl Tuna. Meiwm,
aKcnpeccupytome okono 10% HopManbHOro YpoBHS KOS-
narena VIl tvna, 66111 XU3HECNOCO6HbI, HO OEMOHCTPU-
poBanu TsXenoe TevyeHWe 3abofieBaHMe KOXW C camoro
POXAEHUA: MHOXECTBEHHbIE NMy3bIPU Ha CIU3UCTLIX U KOXE,
OHUXOANCTPOMUIO, 3aXUBEHNE XPOHUYECKNX paH C op-
MUPOBaHWEM KOHTPaKTyp U MceBAoCcvHAAKTUNMI. [aHHas
Mofesnb BrepBble BOCMpoOU3Bena nporpeccupytoLlee py6-
ueBaHue npu peueccueHoM B3, a Takxe nogrsepauna
CKIIOHHOCTb K pa3BUTUIO OMNyXonen — Y MOXUNbIX MblLUen
¢ runomopdHbiMK annenammn Col7ai Habnopanvcb npen-
pakoBble U3MEHeHMs1, Kak 1 y naumeHTos ¢ POBJ, y koTo-
pbix K 30-40 rogam 4acTo BO3HMKAET MIIOCKOKNETOYHbIN
pak koxu. BHyTprkoxxHoe BBefeHne prbpobnactoB y Mbl-
wer npuBoguno K (yHKUMOHaNbLHOMY BOCCTaHOBIEHWUIO
AepMarnbHo-annaepMansHoro coeiHeHUa U ConpoBoXaa-
110Cb YCTOMYMBOCTBIO 06pabOoTaHHbLIX Y4aCTKOB K PpUKLM-
OHHOMY CTpeccy, B TO BpeMsl kak Heo6paboTaHHble yyacT-
KV [@MOHCTPMpOBaNu pasfesieHne CNoes KOXU Npu Takom
Xe Bo3gencTtenn [56].

B gpyrom uccnegosaHnm S. Hong u coasT. (2022 r.)
06HapyXunn, 4To MNepeHoc OTPedakKTUPOBAHHLIX KOXHbIX
9KBUBASIEHTOB (KepaTMHOUMTOB U ¢hnbpobnactoB) C UC-
nosnb30BaHveM MnpanM-pefakTopoB ex Vivo, MOosy4eHHbIX
OT naumeHTa ¢ peueccmeHbIM [IB3, Ha KOXY MMMyHooedu-
LMTHBIX MbILLE NPUBOANT K OTNOXeHUIo konnareHa VIl Tuna
M 3akpenneHuio uépunn B AepmManbHO-anngepMansHom
coeguHeHun [57]. XKnsHecnocobHaa mopfenb, onucaHHas
B pabote A. Fritsch n coasT. (2008 r.), npegcTaBnseT co-
601 BaXKHbIN JOKIIMHNYECKUIA NMHCTPYMEHT, KOTOPbIN MOXET
6bITb MCNOMBL30BAH AN OUEHKU 3(PheKTUBHOCTU U 6e3-
OMacHOCTM HOBLIX METOAOB Tepanun, B TOM YUCIIe FTEHHOMN,
nepen nepexofom K KIMHUYECKUM UCMbITAHUAM Ha 60rb-
HbIX [56, 57].

S. Takaki v coasT. (2022 r.) co3gany XMBOTHYO MOZesb
peueccusHoro B3, cogepxaLllyto MyTaLum ¢ UCrnosib3oBa-
HMeM TeXHONMorum pegakTuposaHus reHoma i-GONAD, oc-
HoBaHHOM Ha CRISPR. Haubonee 4acto BcTpevaroLmecs
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B rpynnax siNOHCKMX MauueHToB Ase myTauum Col7al —
¢.5818delC n E2857X — 6binv BBEAEHbI B FTEHOM MbILLEN.
Fomo3aurotsl no mytauum ¢.5818delC ymupanu cpasy no-
cfe poXaeHus, B TO BPeMs Kak Yy roMo3uroT no myraumm
E2857X npodomKuTenbHOCTb >XU3HW He coKpallanachb.
VY B3pOCSbIX FOMO3UroTHbIX Mbillen E2857X Habnoganuch
aHoManuu pocTa BOSIOC, CUHOAKTUNNS U AUCTPOUA HOr-
Ten, 4YTo MOATBEpPXAaeT NaTOreHHOCTb AaHHOW MyTauuwu.
MbILLM CO CNOXHOW reTepo3nroTHon MyTauuer ¢.5818delC/
E2857X npefctaBnsanu npomMexyTodHbIA (DEHOTUM MexXay
rOMO3MroTHbIMU Mblamu ¢.5818delC n E2857X ¢ HapyLue-
HUEM B PerynsiumMm KneTo4HOro Umkia MHTpagonnuKynsap-
HbIX KepaTuHouuToB. lNpeanaraemas crpaTerus nony4eHus
CIIOXHbIX reTepo3UroTHbIX MbILLER B [OMOMHEHNE K CyLLe-
CTBYIOLLEN JIMHUM MbILLEN NepcreKT1BHA AN N3y4eHns na-
ToreHesa peueccuBHoro 163 v gancHernwen pa3padoTku
HOBbIX METOO0B Tepanuu [58].

F. Alipour n coasT. (2022 r.) Takxe onucanu UCcnosb-
3oBaHue TexHonornn CRISPR/Cas9 npu paspaboTtke nMm-
MOPTaNIM30BAHHbLIX KJIETOYHLIX JIMHWIA  KepaTUHOLUTOB
¢ pecmuutom COL7A1, npegHa3Ha4eHHbIX st UCMOSb30-
BaHWS B Ka4eCTBe KIeTo4YHOW Mofenu peueccusHoro b3
B uccnegosaHusax ex vivo [59]. HecMoTpsa Ha TO 4TO Kop-
pekuma reHa COL7AT ex vivo nyTeM pegakTMpoBaHus re-
HOB B KreTKax naumMeHToB 6blna JOCTUrHyTa He B OAHOM
uccnegosaHun [57-59], ana HeNnoCpPeaCcTBEHHOro neyeHus
ny3blpen npu peueccreHom B3O Heob6xoanMbl MeTOAbI pe-
naktupoBanus in vivo. M. Garcia n coasT. (2022 r.) co3na-
nv ageHoBupycHble BekTopbl ans goctaekn CRISPR-Cas9
C uenbto yaaneHus sk3oHa 80 reHa COL7A1, KOToOpbI co-
OEepXUT MyTauuio, BbI3bIBalOLLYO cABUM paMKu. Ons Te-
CTUPOBaHus in vivo 6bina ncnonb3oBaHa MOAENb MbILLIN
C TYMaHM3MPOBAHHOM koxen. OddhekTnBHas BMpycHas
TpaHCcOyKUuMs KOXW Habnoganack rnocrie Toro, Kak 3Kc-
LM3NOHHbIE paHbl, 06pa30BaHHbIe XUPYPru4eckum nep-
dhopaTopoM Ha pereHepuMpoBaHHbLIX KOXHbIX JTOCKYyTax na-
uMeHTa, 6bINMM 3anofiHeHbl afleHOBUPYCHLIMU BEKTOPaMu,
noMeLLeHHbIMW B OM6pUHOBLIN renb. OTnoxeHue konna-
reHa VIl Tuna B 3oHe 6a3anbHo Memb6paHbl NMoBpeXAeH-
HbIX y4acTKOB, 06paboTaHHbIX BEKTOpaMu, Koppenvposaso
C BOCCTaHOBIEHEM AepMalibHO-annaepMansHom aaresuu,
OEMOHCTPUPYS, YTO NMOPaXEHNS KOXM NauMeHToB C peuec-
cvBHbIM [0BO MOXHO Nne4nTb HenmocpefcTBEHHO C MOMO-
wpto poctaBkm CRISPR-Cas9 in vivo [60].

B. Webber u coasT. (2017 r.) 06beaMHUAN KNnacTepuao-
BaHHble KOPOTKWME NanuHAPOMHbIE MOBTOPbLI C PerynspHbI-
MU NMPOMEXYTKamMn 1 accoLMMPOBaHHYIO C HAMU CUCTEMY
Hykneasbl (CRISPR/Cas9) ¢ MUKpouHbeKumen B 3M6pUO-
Hel NOD/SCID IL2rycnull (NSG) gna 6bicTporo cosgaHus
nmmyHogedmumutHon Col7al(—-/-) mogenu peueccuMBHOMO
OB3 Ha mbiwax. bnarogapsa ontuMmmnzaumm no3ssl B. Web-
ber 1 coaBT. gocTUrNu 3cPPEKTUBHOCTN BUANNENBLHOIO HO-
kayTta FO, npeBbiwatorenr 80%, 4TO NO3BONMUMO MONyyaTb
601bLUOE KOMMYECTBO MbILLEA 3a KOPOTKUIA NPOMEXYTOK
BpeMeHU. B nccnepgoBaHuMM Takxe ob6HapyXeHa crnocob6-
HOCTb HElaBHO UAEHTUMPULMPOBAHHLIX KOXHbIX PE3ULEHT-
HbIX UMMYHOMOZYNMPYIOLLMX Me3eHXUMasIbHbIX CTBOSIOBbIX
KNeToK, MapkupoBaHHbix ABCB5, ymMeHbLLaTb NaTtonornio
peueccmBHoro B3 1 3Ha4UTENbHO NMPOAeBaTb NPOAON-
XWUTENbHOCTb XW3HW MbIWEN 3a CYET YMEHbLUEHUS WH-
unbTpaLMn  KOXWM BOCMANUTENbHBIMA  NMPOU3BOAHbLIMU
Muenovpa. [aHHasa Mofenb MbIeld ABMSETCA LEHHbIM
WHCTPYMEHTOM [N U3Y4eHNs MexaHu3MoB 3abonesaHus
N TECTUPOBAHNS HOBLIX TEpaneBTUYECKUX NOAXOA0B, BKIIO-
Yyasi KNeTo4Hble N reHHble MeToabl Tepanuu [61].

T. 101, Ne 4, 2025

OB30P JINTEPATYPbI / REVIEW

B nccneposanun W. Stone un coasT. (2024 r.) onuca-
Ha HoBas Mofenb peueccmBHoro 1B Ha Kpbice, KoTopas
MMeeT npeunmyLlecTBa Haj CO3[aHHbIMW paHee Mofe-
naMu Mblwen (6énbian naowanb NOBEPXHOCTU, NErkum
yxop). Y Kpbic B reHe Col7al 6bina uHgyumMpoBaHa fene-
LM U3 BOCbMW Nap OCHOBaHWI, KOTopasi BbI3bIBAET rpe-
XAe-BpeMeHHOe N3MEHEeHne CTOMN-KOJOoHAa HUXe Mo noTo-
KYy. Y FOMO3WIrOTHbIX MyTaHTOB B NOCTHaTaNIbHOM fnepuofe
66N 06HapyXeHbl My3bipW, [anbHErLWnn rMcTonoru-
YeCKUW aHanu3 BbIIBUN cyb6anuaepmarbHble TpeLyuHbl
M OTCYTCTBUE (hukcupyrownmx oubpunn. aHHas mogenb
urpaeT BaXXHyto posib A8 TECTUPOBAHUA HOBbIX METOL0B
Tepanuun BB3 [62].

3aboneBaHnsl C JOMMHAHTHBIM TUNOM HacnegoBaHUs
BbI3BaHbl B OCHOBHOM MUCCEHC-MyTauuamu reHa COL7A1,
NPUBOAALLMMN K HapPyLUEHWIO CTPYKTYpbl KonnareHa
VIl Tuna, HO He NOMIHOMY ero OTCYTCTBUIO, NO3STOMY MpO-
TekatoT 06bl4HO nerye [63]. A. Nystrom u coasT. (2013 r.)
onucanu, 4To CnoHTaHHas MyTauusa B reHe Col7al, Bbl-
3blBaoLlaa 3amMeHy rnuuuHa Ha acnaparvHOBYH KUC-
noty (p.G1867D), aHanorMyHa ogHOM M3 YenoBeYecKnX
1, Bbl3blBas gecradbunuaaumio oubépunn, cnoco6cTeyeT
(hOpMUPOBAHUIO NEPBON XU3HECNOCOO6HOM Modenu Ao-
MuHaHTHoro 163D Ha Kpbice. BnepBbie nokasaH agydekT
[03bl reHa: roMo3UroTHele HocuTeNnu MyTauumn cTpagaroT
6onee TAXeno, Yem reTepo3unroTHele. Mogens nosTopsieT
BCe NPU3HaKN 4enoBe4eckoro 3abonesaHns — XpynkocTb
anuTenuanbHbIX CTPYKTYP KOXU, CKITIOHHOCTb K 06pasoBa-
HUIO Ny3bipen U POPMUPOBAHUNIO PYOLIOB, OHUXOOUCTPO-
durio 1 npepcTaBnseT nNepcrnekTuBbl ANA AanbHenLwero
M3YYEeHU MOMNEKYNsApHbIX MexaHU3MOB 60Ne3HU, ponu
MOAMMULMPYIOLLMX FTEHOB U pa3paboTKy HOBbLIX METOL0B
Tepanuu Ons nNauyueHToB C OOMMHAHTHbIM B3, Takux
KaK rnyLeHne reHos, XMMN4eCKN NHOYyLMPOBAHHOE CHM-
TbiBaHME 3K30HOB U1 MOAYyNAUMa cnnancos [64—66].

B pamkax nccnegosanua B. Smith n coasT. (2021 r.)
BbleneHbl ABe Haubornee pacrnpocTpaHeHHble MyTaLun
reHa COL7A1 (p.G2034R n p.G2043R). Vcnonbaysa Tex-
Homnormio CRISPR-Cas9, naHHble MmyTaumm 6binn BBELEHbI
B reH Col7a1 (p.G2028R n p.G2037R). Mony4eHHble reTe-
PO3UrOTHbIE MOAENU MbILLEN AEMOHCTPUPYIOT deHoTUN,
CXOOHbIN C KJIMHUYECKMMU NPOSBMEHUAMN OOMUHAHTHOIO
OB3 y nopgen, BkNoyas peumamempylollee o6pa3oBaHne
ny3bIpen U CHWXEHHYIO TepMOCTabunbHOCTbL KonnareHa
VIl Tuna. JaHHble MOAenu okKasanucb XU3HECNOCOOHbLIMM,
TeM caMbIM MpefacTasnsas BO3MOXHOCTU ANS MPoBefeHns
nccnefoBaHui B YCoBUAX, 6IIN3KUX K XPOHUYECKOMY Te-
YeHuto JoMuHaHTHoro [1IB3 y venoseka [67].

Cunpgpom Kungnepa

CvHgpom KuHanepa npefctaBnsieT cobov pefkyto
¢dopmy BBEO ¢ ayTOCOMHO-peELIECCMBHBIM TUMOM Hacse-
[oBaHusA, 06yCnoBneHHylo MyTauuamu B reHe FERMT1
(KIND1), kogupytowem 6enok kindlin-1, kotopbini nrpaet
BaXHYIO pofib B afre3vm uU sKcnpeccupyetcs npenmy-
LeCTBEHHO B 6a3asibHbIX KepaTuMHOLMTaX KOXW, TKaHAX
napofoHTa U TONCTON KUWKKU [7, 68]. KnuHuyeckue npo-
ABneHua cuHpgpoma KuHpanepa passuBatoTC C poxpae-
HUA 1 BKNOYAOT B ce6a 06pa3oBaHue ny3bipent Ha Koxe
M CnM3NUCTbIX 0605o4YKax, nocregyoliee pyéLeBaHue
¢ hopmmpoBaHnem pybLIOBLIX AedopMaLmii, KOHTPaKTyp,
NceBAOCVHAAKTUNUIN, MUKPOCTOMUW U aHKUIIOrnoccum,
nNporpeccupyloLwyo  nonkunogepMmio,  PoTo4yBCTBU-
TENbHOCTb, CTEHO3UPYIOLLME MPOLIECCHI XENy[o4YHO-KU-
LLIEYHOr0 N YPOreHNTanbHoro TpakTa, OHMXoanMcTpoduio,
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3KTPOMMOH HMXKHUX BEK, NTafOHHO-MOAOLLUBEHHYIO KepaTo-
OepMuio, NCeBA0anHryM, NIeMKokepaTos ry6, HapyLueHue
noTooTAENeHns N CKeneTHble aHoManuu. Bo B3pocnom
BO3pacTe y nauneHToB ¢ cuHapomoM KuHpanepa nosebila-
€TCA PUCK Pa3BUTUSA NITOCKOKNETOYHOr 0 paka KoXwu u cnm-
3UCTbIX 060N04eK [68-72].

X. Zhang n coasT. (2017 r.) co3gany KOXHble TpaHc-
nnaHTaTbl M3 KepaTUHOLUMTOB 4YenoBeka C AeduuuTtom
KIND1 1 KOHTPOSIbHBIX KIETOK, KOTOpble 3aTeM WMMaH-
TUpPOBaNN Ha UMMYHOOEMULUMTHBLIX MbILLER, U BbIABUNN,
YTO STO MOBbIWAET YYyBCTBUTENBHOCTL KepaTUHOLMTOB
K nospexgeruio [IHK 1 BocnanuTenbHbIM peakuusM, Bbl-
3BaHHbIM yNLTPadUONETOBbIM U3NYyYeHUeM, TeM CaMblM
06BACHAS MeXaHU3M (POTOHYBCTBUTENBLHOCTU NPU CUHAPO-
me Kungnepa [73]. E. Rognoni u coasT. (2014 r.) onucanm
MbliLLen ¢ HokayToM KIND 1, KnuHuyeckas KapTvHa KOTOpbIX
BOCMPOU3BOANT CUMMTOMbI cuHapoma KuHgnepa y nogen.
HokayT KIND1 npnBoguT K YBEIMYEHUIO N TUMEepaKTUBHO-
CTV CTBOJSIOBbIX KNETOK, a 3T0, B CBOI o4epefb, — K yTon-
LLIEHWIO anuaepMmca, passuUTUIO IKTOMUYECKNX BOMOCSAHbIX
PONNNKYNOB M NOBLILLEHHON BOCMPUNMHYMBOCTU K KOXHBIM
onyxonam. AsTopbl oTMeTuUnu, 4To KIND1 urpaet BaxHyto
ponb B MHTErpauum CUrHanoB OT MHTErpuMHOB W APYrux
peLenTopoB, BMUAA TakMM 06pa3oM Ha aaresviio KneTok
W cUrHanbHble NyTU [74]. Vicnonb3oBaHue Mogenen MbiLlein
nomoraet B 60ree AeTanbHOM UccnefoBaHUn faHHbIX Me-
XaHn3moB [73, 74].

O6cyxpeHune

PaccmoTpeHHble B HacTosleM 0630pe 3KCnepuMeH-
TanbHble mopgenu BB Ha XMBOTHbIX MO3BONWAM CyLle-
CTBEHHO MPOABUHYTLCHA B MOHMMaHUN MONEKYNAPHbIX Me-
XaHW3MOB nartoreHe3a pasfnunyHbiX opm 3abonesaHust
(cm. Tabn. 1). NeHeTndeckn MoaNMUUMPOBAHHBIE NINHUN,
BOCMPOU3BOASALLME KITlOYEBble MyTauuMmM B COOTBETCTBY-
IoWwmx reHax (Krt5, Krt14, Plec, Lama3, Lamb3, Lamc2,
Col7a1 v gp.), yCneLHo UMUTUPYIOT (hEHOTUMNYECKNE NPOo-
SIBMIEHNA, XapaKTepHble AN YenoBeyecknx dopm BBDJ,
N NO3BONAIOT UCCMeaoBaTb Kak paHHWe, Tak U Mno3fgHue
3Tanbl pa3BuUTUS NATONOrMYeCcKoro npotiecca.

OB30P JINTEPATYPbI / REVIEW

Oco6oe 3Ha4eHne MMET MOLENUN, BOCMPON3BOAALLNE
OOoMVHaHTHble chopmbl BBO, Takme kak B3, nockonbky
OHU XapakKTepuU3yrTCs OTHOCUTENbHO JIErKUM TEeYEHUEM,
OTCYTCTBMEM BbIpaXXEHHbIX HapyLLUEHUN pocTa U BbICOKOM
BbDKMBAEMOCTLIO XXMBOTHBLIX. ITO CO3[4aeT YHUKalbHbIe
YCNoBUS AN ANUTENbHbIX OOKIIMHUYECKUX UCCNenoBaHuWN,
TECTUPOBAHNS HOBbIX TepaneBTUYECKUX MOAXOAOB, BKIIIO-
Yas FeHHbIE U KIIETOYHbIE TEXHOMOMMM, a TaKXe s udyye-
HUS MEXaHU3MOB CMOHTAHHOIO 3aXMBEHUS N MO3aUyHO-
CcTn nopaxenun [14-17, 20].

B TO e BpeMs Mofenu TsxesbiX peLeccuBHbIX hopm
BB3 (Morpb3, OB3), HECMOTPSA Ha UX BLICOKYI KIIMHU-
YEeCKYyl pefnieBaHTHOCTb, YacTO COMPOBOXAAKTCA HEeOHa-
TanbHOM NEeTanbHOCTbLIO, YTO CYLLECTBEHHO OrpaHu4MBaeT
VX NMPUMEHEHUE B ANUTENbHbIX UCCENoBaHNSAX U TpebyeT
paspaboTKn HOBbIX CTpaTerum no cMmsirdeHuio eHoTuna
WM CO3aHUI0 YCINOBHBIX HOKayToB [25-57].

MopenuposaHne BB Ha nabopaTopHbIX XWBOTHBbIX,
npexae BCero Ha Mblllax, AaeT BO3MOXHOCTb U3y4aTb MO-
NeKynapHble OCHOBbI 3a601eBaHMA N MHULMWMPOBATL pa3pa-
60TKY HOBbIX 3(PHEKTUBHBIX METOLOB NleyeHust. [loseneHune
penakTupoBaHusa reHoma ¢ nomollsto CRISPR-Cas9 [58—
61], no3sonstoLlee BHOCUTb LeneBble MyTauun — Kak fe-
nleunn, Tak M TOHeYHble MyTaLUMn — B MHTEPECYIOLLINE MEHbI,
YAPOCTUIIO NPOLIECC MOAENUPOBaHUA 3a60NeBaHus.

3akntoyenue

OkcnepumeHTanbHble Mogenu BB3 Ha XMBOTHbIX,
B MEpBY o4epenb Ha Mblax, ABMAATCA HE3aMEHUMbIM
VMHCTPYMEHTOM [ON11 U3Y4YeHMs naToreHe3a W OOKIMHUYe-
CKOW OLIEHKM HOBbIX METOAOB Tepanuu JaHHOro opdhaH-
Horo 3aboneBaHus. Co3gaHMe WM COBEpPLUEHCTBOBAHME
XKMBOTHbIX MOZENEN, OTpaxarLlmx Kak JIerkne, Tak u Ts-
Xesnble hopMbl BB, N03BONMNO CyLECTBEHHO pacLUMPUTL
NPeLCTaBNeHNss O PO CTPYKTYpHbIX 6enkoB B obecne-
YEHUWN LENOCTHOCTU KOXHOrO MOKPOBA, a TakXe BbIABUTb
KITHOYEBLIE MULLIEHW AN TEHHOW M KIETOYHOW Tepanuu.
JanbHenlwee coBepLUEHCTBOBAHWE Moaenen Heo6X0amMMo
ansa 3eKTUBHON TPAHCNALMM 3KCNEPUMEHTASIbHBIX AaH-
HbIX B kKnuHudeckyto npaktvky. [l
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€3YABTATHI PETPOCIIEKTUBHOTO HADATOAATEABPHOIO MCCACAOBAHUA
CRYSTAL B Poccum: tskecTh 3a00AEBAHMS, IIOAXOABI K ACUCHIIO
Y KA9ECTBO JKU3HU Y IIAIIIECHTOB CO CPEAHETMKEABIM U THKEABIM
IICOPHA30M, IIOAYYAIOIIUX CHCTEMHYIO TEPAIIUIO B PYTHHHON
KAMHIYECKOU IIPAKTUKE

© KoxaH M.M.", Pyanesa H.C.2, Anb6ykepke T.%, Mpunyukas B.HO.#*, Marabiy 0.B.4 Xotko A.A5

TYpanbCKIiz Hay4YHO-UCCNEA0BATENBCKMIA UHCTUTYT AEPMATOBEHEPONOriM U UMMYHONATONOrAK, EkatepuHoypr, Poccus
2TynbCKuiA 06NACTHOM KNMHYECKMIA KOXHO-BEHEPONOTMYECKNiA aucnaxcep, Tyna, Poccus

3000 «366Bun~», Amagopa, Moptyranus

4000 «366Bu~, Mocksa, Poccust

SKNUHUHECKMiA KOXXHO-BEHEPONOTMYeCKui aucnaHcep, KpacHoaap, Poceus

O60cHoBaHue. [Tlcopnas — 3To pacnpocTpaHEHHOE XPOHNYECKOe 3a60oneBaHne KOXN C HaCcTbIMU NaToNorM4eckumMm
M3MEHEHNSIMWN OMOPHO-ABUraTENbHOro annapara, okasbiBatoLllee 3Ha4YNTENbHOE BIMSHUE Ha 300POBLE N UMEIOLLIEE HeraTuBHOE
coumanbHO-9KOHOMUYECKOe Bo3aencTBMe. [laHHble 0 KOHTpOre 3aboneBaHnsa U CTpaTernax Ne4eHms B pyTUHHON KITMHNYECKOMN
npakTuke B Poccun orpaHunyeHsl.

Llenb nccnepoBaHus. Onvcatb TAXeCTb 3ab6oneBaHns, OTBET Ha TEpPANUIO U KAYECTBO XM3HU Y NaLMEHTOB, NONyYaBLUNX
HernpepbIBHYIO CUCTEMHYIO Tepanuio B Te4eHue > 24 Hefienb Mo NOBOAY CPEOHETSXENOro 1 TAXENoro ncopmasa.

MeTtogasl. B Poccuitickon ®depepaLnmm B peTpocnekTMBHOM HabnogaTensHoM nonepevyHom uccnegosadmm CRYSTAL npuHsnu
y4yacTtume B3pocnble (18—75 neT) nauymeHTbl (n = 100) co cpegHeTaXenbIM 1 TAXENbIM NCOpMasoMm, Nofy4yasLUMe HenpepbiBHOE
CUCTEMHOE NIeHEHME B TeHEHME > 24 Hepenb.

PesynbTaTbl. [Ina 6onblumMHcTBa NnauneHToB (99,0%) TekyLlee nevyeHne NpoBOAUIOCH B BUAE MOHOTepanuu, BkntoyasLuen MBI
(96,0% naumneHTOB) UNK Apyrne cucteMHele npenapatbl (3,0% naumeHToB); 1 nauMeHT nony4an KOM6UHMPOBAHHYIO Tepanuio.
CpepnHun abcontoTHbeIn PASI B rpynne MBI n gpyrux cMcTeMHbIX NpenapaToB COCTaBwa COOTBETCTBEHHO 3,4 + 4,0 m 6,7 + 9,6.
A6contoTHble 3HadeHus PASI > 1, > 3 n > 5 Habnoganucb COOTBETCTBEHHO Y 55,2%, 39,6% 1 28,1% nauMeHTOB, NonyYaBLINX
MBI, ny 66,7%, 66,7% v 33,3% nauneHToB, NPMHMMAaBLUMX Apyrne cucteMHble npenapartbl. CpegHun obwun 6ann DLQI
cocTaBun 2,6 = 4,2.

3aknioueHue. Y 3HaunMTeNbHOM YacTu NaunMeHToB Habnioaanucb HU3KNe abConoTHbIe 3HaYeHus no nHaekcy PASI nocne
HenpepbIBHOIO NeYeHns B TeYEHNe He MeHee 24 Hefenb 1 XopoLLas yaoBNeTBOPEHHOCTbL Tepanueit. OgHako Tonbko y 21,0%
naumMeHToB yAanocb 4OCTUYb perpecca ncopmaTnyeckmx BbiCbinaHWi, a 6onee ogHOM TPETU NaLMeHTOB COOOLLMIN O BIINSHUN
3ab0oneBaHUsi Ha Ka4eCTBO XU3HU, YTO BCE eLLe YKa3bIBAET HA HEOOXOAUMOCTb Yy4LUEHUSA cTpaTerun nevyeHus B Poccum

Ans onTMMM3aLumm pe3ynbTaToB y NauneHToB CO CPeAHETAXEbIM U TSXEeNbIM NCOPUas3om.

KntoyeBble CnoBa: ncopuas; 6uonornyeckas Tepanus; Ka4eCTBO XU3HMU; UCXOAbl, COO6LaeMble NayueHTamMm

KOHM(ANKT MHTEPECOB: huHaHCUpOBaHWE UCCef0BaHUsA NPOBOAMIIOCH koMnaHmen OO0 «366Bu». M.M. KoxaH siBnsnach rinaBHbIM
nccneposarenem CRYSTAL, BeicTynana B kadecTtse nccnegosatens ana OO0 «266Bwu», Agen, Biocad, Generium, Janssen, Novartis, a Takxe
B kavecTBe foknap4uka ans OO0 «366Bu», Biocad, Galderma, Janssen, LEO, Novartis, Sun Farma, Pfizer; H.C. PyaHeBa siBnsinacb rnaBHbIM
nccneposartenem CRYSTAL; T. Anbbykepke — LUTaTHbIN COTPYAHUK KoMnaHun OO0 «366Bwu», MmoxeT BnageTb akumaMmu komnaHum AbbVie;
B.1O. Mpunyukas, O.B. Margbiy — coTpyaHukn komnadun OO0 «366Bu»; A.A. XoTko aBnsincsa rnasHbIM uccnegosatenem CRYSTAL.

MCTOYHMK hMHAHCUPOBaHWSA: duHaHCOoBasi NogAepXKa UCCNefoBaHns oCyLLecTBAsNack komnanmen OO0 «366Bu». Komnanus OO0
«966Bu» npMHMMana y4acTtune B pa3paboTke ansariHa uccnefoBaHus, coope, aHanuse u MHTepnpeTauum gaHHblxX, HanncaHuu, peLeH3npoBaHnm
N yTBEPXAEHUN OKOHYaTENbHOW BEPCUUN CTaTb.

Ona untuposaHus: Koxaxn M.M., Pygresa H.C., Anb6ykepke T., Mpunyukas B.1O., Margsid O.B., XoTko A.A. PeaynbraTbl peTpocrneKkTUBHOro
Ha6nogatensHoro nccnegosanns CRYSTAL B Poccuu: TaxecTb 3a6oneBaHuns, MOAX0Abl K IEHEHUIO U Ka4eCTBO XMN3HN Y NaLNEHTOB CO
CpefHeTaXENbIM U TSXXENbIM NCOPMa3oM, NONy4aloLLMX CUCTEMHYIO Tepanuio B Py TUHHOW KIIMHUYECKOW NpakTuke. BecTHVK Aepmatonorum
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Results of CRYSTAL retrospective observational study in Russia:
severity of the disease, treatment landscapes and quality of life

in patients with moderate to severe psoriasis receiving systemic
therapy in routine clinical practice

© Muza M. Kokhan', Natalia S. Rudneva?, Teotonio Albuguerque?, Victoria Yu. Prilutskaya®, Olesya V. Magdych*, Alkes A. Khotko®

"Ural Research Institute of Dermatovenereology and Immunopathology, Ekaterinburg, Russia
2Tula Regional Clinical Dermatovenerologic Dispensary, Tula, Russia

$ AbbVie, Amadora, Portugal

“ AbbVie, Moscow, Russia

5Clinical Dermatovenerological Dispensary, Krasnodar, Russia

Background. Psoriasis is a common chronic skin disease with frequent pathological musculoskeletal changes which
has a significant impact on health and has a negative socioeconomic effect. Data on disease control and treatment
strategies in routine clinical practice in Russia are limited.

Aim. To describe the severity of the disease, response to therapy, and quality of life in patients who received
continuous systemic therapy for > 24 weeks for moderate to severe psoriasis.

Methods. In the Russian Federation, CRYSTAL retrospective observational crossover study enrolled adult (18-75 years
old) patients (n = 100) with moderate to severe psoriasis who received continuous systemic treatment for > 24 weeks.
Results. For most patients (99.0%), their current treatment was monotherapy with a genetically engineered biological
agent (GEBA) (96.0% of patients) or other systemic drugs (3.0% of patients); 1 patient received combination therapy.
The average absolute PASI score was 3.4 + 4.0 and 6.7 + 9.6 in GEBA group and the group receiving other systemic
drugs, respectively. Absolute PASI score of > 1, > 3, and > 5 was observed in 55.2%, 39.6%, and 28.1% of patients
receiving GEBA, and in 66.7%, 66.7%, and 33.3% of patients receiving other systemic drugs. The average overall
DLQI score was 2.6 + 4.2.

Conclusion. A significant number of patients had low absolute PASI scores after continuous treatment for at least

24 weeks and good satisfaction with the therapy. However, only 21.0% of patients achieved regression of psoriatic lesions,
and more than one-third of patients reported that the disease had an impact on their quality of life, which still indicated the
need to improve treatment strategies in Russia to optimize outcomes in patients with moderate to severe psoriasis.

Keywords: psoriasis; biologic therapy; quality of life; patient-reported outcomes
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Il O6ocHoBanme

lMcopunas aABNAETCA XPOHUYECKUM, WMMMYHOOMOC-
pefoBaHHbIM BOCMANUTESNIbHBIM 3a60M1EeBAHUEM KOXMW,
nopaxawowmum 2—-4% HaceneHns B UeNOM B 3anafHblX
CTpaHax v cosfaroLmum 6orbLuoe 6pemMs C TOYKU 3peHns
KayecTsBa XW3HW NauueHToB, COMYyTCTBYOLINX 3abone-
BaHW 1 coumanbHbiX nocnencTsnin [1-4]. Npynna «[no-
6ancHoe 6pemsa 6onesHeli» (Global Burden of Disease)
onybénukoBana gaHHole 0 64,6 MNH cny4aeB ncopuasa
BO BceM mupe B 2017 . n 4 622 594 HOBbIX cry4asx
B 2019 . [5, 6]. Mo gaHHbIM ohuLmManbHOM rocyaapCcTBeH-
Hom cTaTUcTuKK B Poccuiickon @epepaumu pacrnpocTpa-
HeHHoCcTb ncopuasa B 2022 r. coctasuna 252,6 cny-
yaa Ha 100 TeICc. HaceneHus, 3abonesaemMocTb — 64,1
Ha 100 TbIC. HaceneHus [7].

TaxecTb Ncopmasa B 3HAYMTENBHOW CTEMEHN 3aBUCUT
OT PacrnpoCTPaHEeHHOCTN MOPaXeHUn Ha KoxXe, KoTopble
MOryT 6bITb MpeacTaBfeHbl eOUHUYHbIMU KpacHOBaTbIMU
wenywawmmmnca 6nawkaMmv UnuM nopaxaTb 3HavuTenb-
HyI0 nnowafb MOBEPXHOCTU Tena, YTO Cepbe3HO BUS-
€T Ha KayeCTBO XW3HU 4YenoBeka. Psag dakTopoB, Takux
Kak TsXecTb 3abonesaHus, Mosn, BO3pacT, ocobas roka-
nM3auns NopaxkeHnst KOXu (Lo, NonoBble opraHsl U ap.),
COMyTCTBYOLLME 3aboneBaHns, NCUXONOrM4eckun cTpecc
W Harpyska, a Takxe Heo6xoanMMOCTb A9 nauneHTa 3aTpa-
ynmBaTb BpeMs Ha MpoBefdeHue Tepanuu, NPUBOAUT K CHU-
XKEHUI0 Ka4vecTBa XW3HW, CBA3AHHOro co 340poBbeM [8].
BofbLWNHCTBO NauneHTOB C MCOPMA30M TakXe UCMbITbIBa-
0T HeraTMBHOE BNUsiHWE 3a60MeBaHNsa Ha NPOAYKTUBHOCTb
paboTbl, NCUXO3MOLIMOHANLHOE COCTOSAHNE U MEXITUYHOCT-
Hble OTHOLLEeHUS [9].

HecmoTpa Ha JOCTYMHOCTb pas3HbIX BapuaHTOB Tepa-
nux, NaumMeHTbl YacTo He JOCTUratoT perpecca rncopuartu-
YECKMX BbICbIMAHUM U KITMHWUYECKU 3HAYUMOrO Yny4LleHns
kadectBa xu3Hu [10, 11]. B kayecTBe Mepbl yOOBNETBO-
PEHHOCTM NaUMEHTOB Tepanuen B YCMOBUSX PYTUHHOW
KIMMHWYECKON MpPaKTUKN npefnoXxeHbol 3EKTUBHOCTb
W yao6CTBO feveHust, Npu 3TOM CXeMbl Tepannmn MoryT Kop-
peKTUpoBaTbLCH NevalmMm BpadamMmu ans AOCTUXKEHUS MaK-
cumarnsHon apdekTnsHocTr [12].

CyLLeCTBYIOT pasfmyHble MHCTPYMEHTbI, C MOMOLLIbIO
KOTOPbIX MOXHO OLEHUTb THXECTb ncopuasa n apdeKkTns-
HOCTb OOCTYMHbLIX METOAOB fnevyeHus. B HacTosiLLee Bpems
oLeHKa OTBeTa Ha Teparnuio OCHOBaHa Ha CTeneHwu yryu-
LLIEHMS KOXKHOrO npouecca, UCHUCnaemMon npyv NOMOLUN UH-
[eKca pacnpoCTpaHEHHOCTU 1 TSHXXeCTn ncopmasa — PASI.
Mcxodbl, cooblliaemMble naumeHTaMmyv B OTHOLLEHUW BAUS-
HWS rcopuasa Ha KadeCTBO XWU3HW, TakXe Y4uTbIBaKTCA
npw oLeHke TaxxecTn 3abonesaHus [13].

B KNuHW4YecKnx nccrnegoBaHuaX B Ka4eCcTBe KOHEeYHOM
TOYKM 3(PHEKTUBHOCTH 324aCTYHO0 UCNOSb3YIOT OTHOCUTESb-
Hoe CHMxeHne no uHaekcy PASI no cpaBHEHWIO C UCXOA-
HbIM ypoBHeM. OfHaKo B pyTUHHOWM NpakTuke abConoTHOE
3Ha4veHne PASI MoxeT gaBaTtb NnpenMyLLecTBa Npu onpeae-
NIEHUU OTBETA Ha Tepanuio No CPaBHEHWUIO C OTHOCUTESbHbI-
MU n3MeHeHuamun [14]. Ha mexgyHapoaHOM YPOBHE MPUHS-
TO, YTO abCcoNOTHLIN nokasartenb PASI co 3HaveHuamn < 2
unu < 3 6annoB cnegyeT paccMaTtpuBaTth B Ka4eCcTBe Lenm
nevyeHus HesaBMcUMO OT ucxopHoro 6anna PASI. Bonee
TOro, B HacTosiLLee Bpems NpuaHaHo, 4To abComntoTHOe 3Ha-
YeHne PASI nydlwe KoppenupyeTt C OepMaToniorMyecknm
nHaekcom Kadvectsa xu3Hum (DLQI), 4yeM oTHOcCUTEnNbHOE
3HadeHue PASI [15, 16].

B HacToswee BpemMsa POCCUNCKME KNMUHMYECKME PEKO-
MeHJauumn no BefeHUIo 60MbHBLIX NCOPMa3oM CornacyoTcs

T. 101, Ne 4, 2025
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C KIIMHUYECKUMW PYKOBOACTBaMM, OEUCTBYIOLLUMU B OpY-
rmx ctpaHax. KnmHuyeckme pekoMeHgauuu npegnonararoT
MCMNoNb30BaHWe pas3Hoo6pa3HbIX CPEACTB U METOAOB feYye-
HUS ncopvasa B 3aBUCUMOCTU OT THXECTU U pacnpocTpa-
HEeHHOCTW 3aboneBaHus. Kak npasuno, npu nerkux dop-
Max 3aboneBaHus MPUMEHSAIOT TOMuYeckue npenaparbl.
Onsa neyeHns cpegHeTAXENbIX U TXenbIX hopM ncopmasa
MCMONb3YIOT POTOTEpanuilo, CUCTEMHbIE NEKapCTBEHHbIE
npenapaTtbl (METOTPEKCAT, UMKITOCMOPUH, CUCTEMHbIE PETU-
Homgbl). Mpy OTCYTCTBMM KNMHMYECKOro adhdpekTa oT npu-
MEHEHNs1 CUCTEeMHbIX METOOOB Tepanuu nuMbo B Cry4vasx
HenepeHoOCUMOCTU UMW Hanuyunsg NPOTUBOMOKA3aHUA K UX
NPUMEHEHUIO NaumMeHTaM ¢ pacnpocTpaHeHHbIMU BbiCbINa-
HUSAMM (MCOPUA30M CPELHEN U TAXKENON CTEMEHU TAXKECTM)
Ha3Ha4atT rEeHHO-MHXEHEepHble 6uonoruyeckme npenapa-
7ol (TWBMM) [17, 18].

Buonoruyeckas Tepanus nokasana XopoLuyto addek-
TMBHOCTb B YCIIOBUSIX PYTUHHOW KIMHUYECKOW MPaKTUKU
1 6onee BbICOKME pe3ysbTaThbl B YyULLEHUN Ka4eCcTBa XU3-
HW MauueHToB MO CpaBHEHW0 C O6blYHBIMWU CcpeacTBamMu
[19-21]. OgHako nocnegHwe AaHHble 0 npumeHeHun MBI
y 60JIbHLIX MCOPMA30M B YCMOBUAX PYTMHHOW MNPaKTUKK
B Poccuiickon ®efepauumn orpaHnyeHsl.

Llenb uccnegoBaHua — onucaHne TAXeCTU NCopu-
asa C ucnonb3oBaHWEM abCoOTHbLIX 3HAYEHUI MHOEKCa
PASI y nauMeHTOB CO CpeaHeTAXENbIM U TSHKENbIM NCOpPU-
a3oM, Nony4aBLUNX HeMnpepbIBHYIO CUCTEMHYIO Tepanuio
B peanbHOW KJIMHUYECKOW NpakTuke. [OononHUTENbHbIE
3a/layn BKJOYAnNM onucaHue cxem Tepanuu, KayectBa
XXN3HU, MPON3BOAUTENBHOCTU TPyAa N NOBCEOHEBHOWN akK-
TUBHOCTU, a Takxe YOOBMEeTBOPEHHOCTU Tepanuen y oaH-
HbIX NALMEHTOB.

MeTopab!

Lun3aiin nccnegosanns

HacTtosiluee HabniogatenbHoe wuccnegoBaHue SBNS-
10Cb 3MNOEMUNONOrNYECKUM, MEXAYHAPOAHbIM, MHOTOLIEH-
TPOBbIM, PETPOCMNEKTUBHBIM M NonepeyHbIM. ViccnegosaHune
BK/1H04aN0 OAMH BU3MUT, BO BPEMS KOTOPOro OLIEeHMBAanocb
COOTBETCTBME MauMeHTa KpUTepuam BKIHOYEHUs, cobupa-
NUCb AaHHble, a Takxe MoAnucbiBanocb MHPOPMUPOBAH-
Hoe cornacue. Tepanusa ncopvasa NpoBOAMNACL B COOT-
BETCTBUM C PYTUHHOWN KITMHUYECKOM NPaKTUKOWN.

Kputepuu cooTBeTCTBUA
B nccnenoBaHue 6b1nm BKIHOYEHbI NALMEHTbI, OTBEYAB-
LUMe BCEM KpUTepMsAM OTHopa 1 nognvcasLumMe MHPOPMU-
poBaHHOe cornacue.
Kputepum BknoyeHus:
Bo3pact 18-75 ner;
Hanu4ve NOATBEPXAEHHOro AuarHo3a cpegHeTsxe-
700 WU TSHKENOro XPOHNYECKOro 6/4LLEeYHOro nco-
punasa;
kakas-nmbo ofobpeHHas cucTemMHas Tepanus ncopuva-
3a (MOHOTEpanus UM KOMOBMHUPOBAHHAs) HENpPEepbIB-
HO B Te4eHME He MeHee 24 Hefenb;
HanmumMe oLeHeHHOro abconoTHOro nokasatens PASI
B Hayane TeKyllelh CUCTEMHON Tepanuu (BKno4as
30 gHew 0o n 7 gHen nocne ee Havana);
BO3MOXHOCTb OLIEHKW abCOMTHOro 3Ha4eHuss PASI
Npw BKIKOYEHUM (T.€. HA BU3UTE UCCIIe0BaHMS).
Kputepun UCKNOYEHUs: nauueHTbl, KOTOpPbIM Mpo-
BOOMNOCH MO60E SKCNepuMMeEHTanNbHoe BMeELLaTeNbCTBO
W ne4veHne B TeveHme 1 Mecsua wnm 5 nepnopoB nosny-
BbIBE[EHMA Npenapara.

BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(4):40-54 W
Vestnik Dermatologii i Venerologii. 2025;101(4):40-54 W



HAYYHbIE NCCITEAOBAHNSA / ORIGINAL STUDIES

Venosus nposeneHns

Uccneposanne CRYSTAL nposogumnocb B 29 knu-
HUYECKMX LeHTpax/KnMHukax/ydpexgeHusax (rocygap-
CTBEHHbIX WAM 4acTHbIX) AEepPMaTonornyeckoro npodu-
na u3 cemn ctpaH LleHTpansHon n BocTto4yHoin Esponei:
Bonrapuu, OctoHuun, Benrpuu, Jlateun, JInTebl, PymbiH1N
n Poccum [22]. Tybnukyemsble pesynstaThl ABAAKOTCA Ya-
CTblO MHOMOHaUMOHaNbHOro UCCMefoBaHnUa 1 BKIOYaloT
OaHHble, NoNyYeHHble B YeTbIpeX KIIMHUYECKUX LieHTpax
Poccun (focygapCTBEHHbIV Hay4HbI LEHTp Aepmaro-
BeHeponorum u Kocmetonoruu, Mockea; KnuHuyeckui
KOXHO-BEHeponornyecknuin  gucnavcep, KpacHopap;
YpanbCckuii Hay4YHO-UCCrefoBaTeNbCKUA MHCTUTYT Aep-
MaToBeHeposiormm U MMmyHonartonorun, EkarepuHoypr;
TynbCckui 0611aCTHOM KIIMHUYECKUI KOXHO-BEHEepOosorn-
Yeckui gucnaHcep, Tyna).

[TposomKnTENbHOCTL UCCIEA0BAHNSA
WccneposaHve npoBoAMnOCL B MEPUOA C CeHTAbps
2020 no cpespans 2021 r.

Onucanne necnenoBanns

PeTpocnekTuBHOe HabniogaTefnibHOe nonepe4vyHoe uc-
crnefoBaHne 6e3 akTMBHOMO MeguLMHCKOro BMmeluaTesb-
cTBa. Bce Buabl neveHvs NpoBOAMIUCL B COOTBETCTBUM
C PYTUHHOM KITUHUYECKOM NPaKTUKON.

Hexoael ncenenoBanns

OCHOBHbIM WCXOAOM UccreaoBaHus sBRsnca abco-
noTHbIN 6ann PASI Ha Bu3uTe uccnenoBaHus, nNpy 3TOM
3HayYeHUs < 2 UM < 3 yKasblBalOT Ha YCMex ne4veHus,
a > 5 — Ha Heo6X0ONMOCTb U3MEHEHUS TeKyLLen Tepanuu
HEe3aBUCUMO OT UCXOAHbIX 3Ha4YeHUN. [JononHUTeNbHbIE KO-
HEeYHble TOYKM BKIIOHANN OLIEHKY Ka4ecTBa XU3HU, Npouns-
BOOUTENBHOCTY TPyda U NOBCEOHEBHON aKTUBHOCTMW, yOOB-
NEeTBOPEHHOCTU NaUMEHTOB Tepanuen.

AHanu3 B nogrpymnnax

Mcxoppl, coobliaemble nauveHTamu, U pacnpeperne-
HMe nauueHToB no 6annam PASI npoBogunock B aHanu-
3VpyeMbIX cyornonynaumusx B 3aBUCUMOCTW OT BapuaHTta
TekyLLen cuctemMHon Tepanuu. NMokasatenn gomeHa «Ha-
pyLleHne npousBoaUTENIbHOCTU Tpyda W MOBCEOHEBHOM
akTneHocTu — Ncopuas» (WPAI-PSQO) 6binn npoaHannau-
poBaHbI NO PasnuyHbIM 3Ha4eHMAM abCOMOTHOIrO 3Ha4YeHUs
PASI Ha B13uTe nccnegoBaHus.

MeToge! peructpayny ucxo[08

Bo Bpems nccneposatenibCKoro Bu3nTa y naumeHTos
6b151 cobpaHsbl: counansHo-geMorpadmyeckme n aHTpo-
nomMeTpuyeckne AaHHble, AaHHble O cTaTtyce TabakoKy-
peHus, TaxecTu 3abonesaHns no abCconoTHOMY 3Haye-
Huo PASI, KnnHMYecKne xapakTepucTuku, nHpopmaums
O CONYTCTBYIOLUMX 3a6oNneBaHusX, nedyeHnn ncopmasa,
JepMaTtonormyeckoM uHgekce kadectsa xusHu (DLQI),
HapyLleHnn Npou3BOAUTENbLHOCTU TpyAa W NoBCefHEeB-
How akTmBHOCTU (WPAI) n ygoBneTBOpeHHOCTM NaumeH-
TOB Tepanuen [23, 24]. PeTpoCNeKTUBHLIMU AaHHbIMWU,
cobupaswMMnca ONg nocnegylroLwero adanusa, 6binv
XapakTepucTUKn 3abornesaHna Mnpu MNocTaHOBKe Ana-
rHo3a ncopvasa, KNMHMYEeCKU 3Ha4YuMbI MeauLMHCKUIN
aHamHe3 (BK/4Yas ncopuaTuH4eckuin apTtpuT), npega-
LecTBYyloLLlee NievyeHne rncopuasa u nHdopmaumusa o Te-
KyLleM fie4eHUn ¢ MOMEHTa ero Havana fo BKIo4YeHus
B uccnegosaHune. Bce aaHHble 6b1M BBEAEHbI BPa4oM
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B 3alUMLLEHHYIO NaponeM 3MeKTPOHHY0 cucTemy céopa
OaHHbIX 4epes UHTEpPHeT.

MauneHnTbl 3anonHsAnM onpocHuk DLQI, onpocHuk Ka-
yecTBa Xu3Hn EQ-5D-5L (Bknto4vas BM3yasibHYH aHano-
rosyto wkany EuroQol (EQ-BALL)) n WPAI-PSO (6ymax-
Hble (hOpMbI), MO KaXAOMY U3 KOTOPbIX 6bIIM NOACHUTaHbI
6annsl [25].

dtnqeckas akcnepTuia

Bo Bcex cTpaHax-y4yacTHUUAX Oblfiv NOMy4YeHbl pas-
pelleHna Ha npoBefeHue uccnegoBaHnsa OT HauMOHalb-
HbIX U/MNKN NOKasbHbIX 3TUYECKUX KOMUTETOB (BbIMMCKA
13 npotokona Ne 12 HezaBncMMoro MexancumnnianHapHo-
ro KomuteTa no aTM4eCKomn 3KCnepTn3e KNMHUYECKMX nc-
cnepoBaHuii ot 03.07.2020). ViccneposaHue paspaboTtaHo
1 NpoBefeHO B COOTBETCTBUMN C XENbCUHKCKOW AeKnapa-
uMen, pekoMeHgaumMaMmn no Hagnexawlen papmMakoanu-
Jemuonoruyeckon npaktuke MexayHapogHoro obLe-
CcTBa Mo (hapMakoanuaemMuonorum, a Takxe MeCTHbIMU
HOPMaTUBHbLIMU aKTaMM.

CratucTnyeckui aHanm3s

MpuHUMNbI pacyeTa pa3mepa Bbl6OpKWU. Pacyer
pa3mepa Bbibopku ansa uccneposaHns CRYSTAL ocHoBbI-
BasnCqd Ha NEpBMYHON KOHEYHOW Touke. [ononHuTenbHo-
ro onpegeneHns pasmepa BbIOOPKM ANA KaXKAOW CTpaHbl
He nposogunock. B Poccuickon ®efepaumm 66110 BKIIO-
YeHo 100 nauueHToB.

MeToabl cTaTMCTUYECKOro aHanu3a AaHHbix. CTa-
TUCTUYECKMIA aHann3 HOCWN B OCHOBHOM oOMMcaTtesfbHbIN
XapakTep W MpoBOAMIICA B aHanuavpyemon rpynne Bcex
BK/TOYEHHbIX B MCCMiefOBaHNe NauuMeHToB C AOCTYMHbIMU
JaHHbIMKM. B cooTBeTcTBMM C 3agadamu UccregoBaHus
B NOArpynnax Takxe npoBOAWICS LOMOMHUTENbHBIA aHa-
M3 NO BapuaHTy TeKyLleh CUCTEMHOW Tepanuu 1 no ab-
conoTHoMy 3HadveHunio PASI Ha Bu3uTe nccnegosanus, roe
3TO 6bII0 NPUMEHUMO. HenpepbiBHblE NepeMeHHble Obin
npencTaeneHbl C MOMOLLBIO CPefHero 3HayeHus, CTaH-
JapTtHoro oTkinoHeHus (CO), MegnaHbl, MeXKBapTUIbHOrO
pas3maxa, MMHUMyMa 1 MakcMMyMa, a Takxe mccreposa-
Hbl ¢ nMomoLbio TecTa Lanvpo-Yunka Ha HopMasbHOCTb
pacnpegeneHns. KayecTBeHHble nepeMeHHble 6binn npega-
CTaBfieHbl C MOMOLLIbIO YacToT, Aonew u npoueHToB. Cpas-
HeHWe NoslyYeHHbIX AaHHbIX C YXe ony6MKoBaHHbIMU AaH-
HbIMW MM C OaHHbIMK rM06anbHOro UccnefoBaHns 6bio
BbIMOSIHEHO C MCMONb30BAHMEM TOYHOIO Kputepmsa dule-
pa unn kputepus Xu-kesagpat NnpcoHa, a Takxe ¢ Nomo-
b0 BbIYUCMEHUS OTHOLLEHMS LaHcoB. CTaTUCTUYECKMI
aHanu3 NpoBoAWSICA C UCMOSIb30BaHNEM MakeTa CTaTucTu-
Yyeckoro nporpamMmmHoro obecnedenuns SAS (CLLA).

PesynbTartbl

06bekTbl (y4aCTHUKM) UCCIIEA0BAHNSA

B nccnegosannm CRYSTAL npuHsanu yvactve 694 na-
umeHTa, 13 Hnx 100 naumeHToB — N3 Poccun.

VcxogHele pgemorpaduyeckme U KIMHUYECKUE Xa-
PaKTEPUCTUKN POCCUACKMX MaLMEHTOB MNpeacTaBrieHbl
B Ta6n. 1. MegnaHa Bo3pacTa npu BKMAYEHUN B UCCHE-
noBaHue coctaBuna 42,7 roga, 60NnbLUMHCTBO MaLMeH-
TOB 6b1IM MyX4uHamu (67; 67,0%). bonee veTBepTn (26;
26,0%) nauneHToB MMeNM XOTs 6bl OOHO COMYTCTBYIOLLIEE
3aboneBaHue (cMm. Tabn. 1). Ha MOMeHT Havana TekyLien
CUCTEMHOM Tepanuu ncopuasa akTMBHbIA ncopuaTuye-
CKUWIA apTpu1T, B TOM YMCI1e [AaKTWUINT, CMOHOMUIIUT, SHTE3UT,
Habnwgann cooTBeTCTBEHHO Yy 32 (32,0%), 25 (25,0%),
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23 (23,0%) n 12 (12,0%) nauueHToB. Y 47 (47,0%) naum-
€eHTOB 6blf1a ncopuaTnyeckas oHMXogMcTpodus (nopaxe-
HWe HOrTeBbIX MNNACTUH).

MegvaHa npOOOMXWUTENBHOCTM 3abonesBaHus  Co-
ctasuna 13,9 roga (MexkeBapTanbHbli pa3max: 9,4-20,9)
(tabn. 2). K MOMeEHTy Havana TeKyLleh CUCTEMHOW Te-
panum 94 (94,0%) nauveHTa paHee Mofyyanu fe4veHve
no KparHen mepe OgHMM METOAOM Tepanuu B BUAE CU-
cTeMHbIx (85; 85,0%) n Tonmdeckux (92; 92,0%) npenapa-
TOB, NCMOMb30BaHNE KOTOPbIX ObINI0 NPeKpaLLeHo K Havany
TekyLlen cuctemHon Tepanuu. MNpepuecTeytoLlas cucTem-
Has Tepanusa BKoYana TpaguumMoHHble npenapaTbl (62,0%
naumeHToB (55,0% — meTtoTpekcaT, 17,0% — aunMTpeTuH,
15,0% — uuknocnopuH, 4,0% — anpemwunact, 3,0% —
TodpaumTnHnG, 1,0% — pgekcameTasoH)), hoTo(xMmmno)-
Tepanuio (70,0%), TUBI (34,0% (21,0% — wWHrMbuTO-
pel ®HO, 9,0% — wmHrmuéutopsl IL-12/23 1 7,0% — wvHru-
6utopbl IL-17)). TlpedwecTtBytowasa Tonuyeckas Tepa-
nMa BKMOYana B OCHOBHOM KopTukocTepouabl (91,0%)
MU cpefcTBa, cofepXaliMe KepaTOnNUTUYECKWE areHThbl,
Takve Kak canuuunoBas kucnota (83,0%). MegnaHna npo-
OOIDKUTENIbHOCTUM TEKyLLEe CUCTEMHOM Tepanunm cocTa-
Buna 14,3 mecsaua. MoHotepanuio nonydanu 99 (99,0%)
naumeHToB C MCOPMAa3oM, CPeau KOTOPbIX MOHOTepanus
MBI nposogunace 96 (96,0%) nauweHTam, APYyrUMmn
cucTteMHbiMM  npenapatamm — 3 (3,0%) naumeHTam,
a 1 naumeHT Haxogwncs Ha KOMOVMHMPOBAHHOM JleyYeHWUU
(cm. Tabn. 2).

Ha MOMeHT BM3MTa MccnenoBaHna akTVBHBIA ncopua-
TUYECKUA apTpuT, B TOM YMCRe OAKTUAWUT, COHAUINT, 9H-
Te3uT, Habngann cooTBeTCTBEHHO y 8 (8,0%), 6 (6,0%),
9 (9,0%) n 7 (7,0%) naumenToB. Y 23 (23,0%) naumeHToB
6bima ncopuatuydeckas oHuxogucTpodusa. CeobogHas
OT BbICbINAHUIA KOXa (OTCYTCTBME MCOpUATUHECKMX 6ns-
wek) otMedanacsk B 21,0% cny4aes.

OCHOBHbIE pEe3y/nbTaTbl UCCEA0BAHNSA

OueHka PASI. CpegHuin (CO) abcontoTHbI 6ann PASI
coctaeun 3,5 (4,3) B obLLe nonynaumm naumeHToB (CM.
Tao6n. 2), 3,4 (4,0) n 6,7 (9,6) cpean NauMeHToB, Nony4aB-
wmnx cooteeTcTBeHHo MBI u gpyrue cuctemHble npena-
patbl. A6contoTHble 3HaveHns PASI < 1, < 3 n < 5 6bin
OTMeYeHbl COOTBETCTBEHHO Y 45,0%, 60,0% n 72,0% nauu-
eHToB. A6contoTHbIi 6ann PASI < 1 6611 gocTurHyT y 44,8%
1 33,3% nauueHToB, nony4daBLUnX cooTBeTcTBeHHO MBI
(MoHoTepanus) n Hebrnonorudeckme npenapartbl. AGCONOT-
Hble 3Ha4eHus PASI > 1, > 3 1 > 5 Habnoganncb COOTBET-
CTBEHHO Y 55,2%, 39,6% u 28,1% naumeHToB, nony4asLumnx
MoHoTepanuio MBI, ny 66,7%, 66,7% n 33,3% nauuneH-
TOB, MOJly4aBLUMX MOHOTEpanuilo APYrMMY CUCTEMHBLIMU
npenapatamu (puc. 1).

Habnogaemble Mexay rpynnamv CUCTEMHOW 6uMono-
rMYECKONM Tepanuu 1 Opyrmx CUCTEMHbIX NpenapaToB pas-
nmMuus B OONSIX NaUMEHTOB C abcomnoTHbIM 6annom PASI
< 3 — 60,4% no cpaBHeHno ¢ 33,3% (OTHOLLEHWE LLAH-
cos (OLWW) = 3,05; 95%- goseputenbHbI nHTepaan (ON):
(0,267; 34,850); p = 0,563, TO4HbIN KpuTepuii duwiepa),
a Takxe B [onaX NaumeHToB ¢ abCoMoTHbIM 6aniom > 5 —
28,1% no cpaBHeHnto ¢ 33,3% (OLU = 0,783; 95%-n ON
(0,068; 8,991); p = 1, TouHbIN KpUTEpUn Dulepa) He AB-
NANUCL CTaTUCTUYECKM 3Ha4MMbIMU. CnegyeT OTMETUTS,
YTO Oonsa nauMeHToB, nony4aslumnx MoHoTepanuio MBI
1 nmeBLLnx abcontoTHble 6annsl PASI > 3 u > 5, B poccuid-
CKOW rnonynsumm 6bina Bbille, 4eM B 06LLein nonynsaumm uc-
cnepoBaHua CRYSTAL, — cooTtBeTcTBEHHO 39,6% NpoTMB
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Tabnuua 1. CoumansbHo-nemorpadm4eckie, aHTpONOMETPUHECKIE, KIMHUYECKIe

XapaKTepUCTUKN 11 NOKa3aTenin 06pasa XM3Hi NaUMEHTOB, NONY4EHHbIE Ha BI3UTE
ncenenosarus (N =100)

Table 1. Socio-demographic, anthropometric, clinical, and lifestyle characteristics
of patients collected at the study visit (V' = 100)

MNokasatenn 3Havenue

Meguana (MKP) Bo3pacTa, rogbl 42,7 (32,1-50,7)
Myxckoi non, n (%) 67 (67,0)
Paca, n (%):

eBponeoungHas 99 (99,0)

He YTOuHseTCA 1(1,0)
MecTo xutensctsa, n (%):

ropoAcKon 85 (85,0)

MoJlyropofcKoi

LepPeBeHCKNI 9(9,0)
YpoBeHb 06pas3oBanus, n (%):

7-9 net 06y4eHus 4(4,0)

10-12 net 06y4eHuns 17 (17,0)

>13 net 06y4eHuns 78 (78,0)

He coobLaeTcs 1(1,0)
CemeitHoe nonoxeHue, n (%):

3amyXem/KeHat 66 (66,0)

OANHOKasA/0LUHOKNIA 26 (26,0)

pa3sefeHa/pa3BefeH 7(7,0)

BJ10Ba/BOBEL, 1(1,0)
Cratyc 3aHatoct, n (%):

HAEMHbIA PAaGOTHUK U CaMO3AHATbIN 68 (68,0)

6e3paboTHbIN 18 (18,0)

neHcuoHep 3(3,0)

Be/leHMe JOMaLIHero Xo3sMcTea 7(7,0)

CTYLEHT 4 (4,0
CpepHsas (CO) macca Tena, kr* 82,5 (16,6)
CpepnHui (CO) pocT, cm* 172,2 (9,2)
CpeaHuin (CO) AMT** 27,8 (4,8)
Craryc kypeHus, n (%):

HUKOTLA He Kypun 75 (75,0)

NepumoANYeCcKmnii KypunbLLInK 12 (12,0)

TEKYLUNIA KYPUIbLLNK 9(9,0)

ObIBLLUNI KYPUITbLUMK 4 (4,0)
[ToTpe6nenue ankorons B NpeablayLLem mecaue, 1 (%):

HeT 52 (52,0)

nepuoanyeckn (1-2 efUHNLbI B HEEN0) 48 (48,0)
KNnHNYeCKN 3HAYUMbIN MeJULUHCKINIA/
XUPYPru4ecknii aHamHes n conyTCTBYIOLLNE 28 (28,0)
3a6onesanns, n (%):

Mo KpanHen Mepe 0HO NepeHeceHHoe MeANLNHCKOe 8 (8,0)

c06bITMe/3a60M1eBaHNe/0NepaLNA B NPOLLIOM

no KpainHeli Mepe 04HO CONYTCTBYtOLLEE 26 (26,0)

3a6onesaHune

lMpumeyarmne. N — obLuee konnyecTso nauneHTos; MKP — mexkBapTunb-
HbI paamax; CO — cTaHpapTHOe OTKIIOHEHWE; N (%) — KOnM4ecTBo (npo-
LIeHT) naumeHToB B kaxgaow kateropuu; UIMT — uHpekc maccel Tena. * —
no AaHHbIM, NOMTy4eHHbIM OT 99 MaUMEeHTOB; ** — MO AaHHbIM, NONYHYeHHbIM
oT 95 naymeHToB.

Notes: N — total number of patients; IQR — interquartile range; SD —
standard deviation; n (%) — number (percentage) of patients in each category;
BMI — body mass index. *— data were available for 99 patients. ** — data
were available for 95 patients.
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Tabnuua 2. MemuupHeKi 1 hapMakonoryeckuii aHamMHe3 POCCUACKIAX NaLMeHTOB, BKNH0YeHHbIX B 1cenenoBaHue GRYSTAL (N = 100)

Table 2. Medical and pharmacological history of Russian patients enrolled in CRYSTAL (N =100)

445

Mokasatenb

3HayeHue

Mepuana (MKP) BospacTa, rogbl:
NoABNEHUS NPM3HAKOB 11 CUMATOMOB NCOpMasa

241 (17,5-32,7)

Ha MOMEHT NOCTAHOBKM ANarHo3a 6iALIeqyHoro ncopmasa

24,6 (18,2-34,4)

Mepuana (MKP) BpemeHu, rogbl:
0T NOSIBNEHUS NPU3HAKOB M CUMNTOMOB NCOpMa3a A0 NOCTaHOBKM AMarHo3a 6nsLe4yHoro ncopmasa

01 (0,0-0,7)

0T MOABJIEHNA NPU3HAKOB U CUMNTOMOB ncopuasa A0 BU3NTA UCCnefoBaHusa

14,7 (10,8-21,6)

0T NOCTAHOBKM narHo3a 6sLLIeYHOro ncopnasa o BU3nTa uccnefoBaHms

13,9 (9,4-20,9)

CTeneHb TAHXECT NCOprUasa Npu nepBoHavanbHOM fuarHose, n (%):

nerkas 19 (19,0)
cpepHas 51 (51,0)
Taxenas 7(7,0)
HEeN3BECTHO 23 (23,0)
Meguana (MKP) 6anna PASI npu nepBoHayanbHOM AnarHose ncopnasa* 7,0 (2,0-13,0)
Hanu4yne ncopnasa B ceMeitHoM aHamHese, 11 (%):
aa 29 (29,0
HeT 63 (63,0)
HEN3BECTHO 8(8,0)
[Tcopuatnyeckuii apTpuT B aHamHese, 11 (%):
na 32(32,0)
HeT 66 (66,0)
HEN3BECTHO 2(2,0)
XapakTepucTuku 3a60neBaHuns B Ha4ane TeKyLLen CUCTeMHON Tepanuu ncopuasa, n (%):
AKTUBHBbIV NCOPUATUYECKNIA apTPUT 32 (32,0)
0AKTUANT 25 (25,0)
CNoHANAUT 23(23,0)
JHTE3NT 12 (12,0)
ncopuaTmyeckas oHuxoaucTpodus 47 (47,0
XapakTepuctuku 3a60osesaHns Ha MOMEHT BU3UTa nccnenoBanus, n (%):
AKTWUBHbIA NCOPUATUYECKUIA apTpuUT 8 (8,0)
0AKTUANT 6 (6,0)
CNOHANINT 9(9,0)
aHTe3NT 7(7,0)
ncopuaTmyeckas oHuxogucTpoduns 23 (23,0)
HaIM4me NcopruaTn4ecknx 6NALLIEK Ha KoXxe 79 (79,0)
perpecc ncopuaTnyecknx BbiCbinaHuin 21(21,0)
CunbHbIiA 3yA 3a nocnegnue 7 gHen, n (%) 8 (8,0)
MpeawecTBytowas Tepanus ncopuasa, n (%):
Mo KpaiiHen Mepe 0ANH NPeALEeCTBYOLNA METOL Tepanuu 94 (94,0)
CucTemHble npenapatbl 85 (85,0)
Ftm % (340)
nHrnénTopsl ®HO 21 (21,0

B BecTHuk gepmatosnorumn u BeHeposnorun. 2025;101(4):40-54
B Vestnik Dermatologii i Venerologii. 2025;101(4):40-54
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Tabnuua 2. MpogomkeHne
Table 2. Continuation

MNoka3satenb 3nayenue
nHrnoénTopsl IL-12/23 9(9,0)
UHrMBMTOPBI IL-17 7(7,0)
[pyrue C/CTEMHbIE Npenaparb 62 (62,0)
B Tom yucne:
mMeToTpekcart 55 (55,0)
aLUNTPETH 17 (17,0)
LMKNOCNOPUH 15 (15,0)
anpemunact 4(4,0)
TOhaLUUTUHNG 3(3,0)
[leKcameTasoH 1(1,0)

®oTo(xumuo)Tepanus 70 (70,0)

Tonunyeckune npenaparel 92 (92,0)

B Tom yncne:

KOPTUKOCTEpOM b 91 (91,0)

canuuunosas Kucnota 83 (83,0)

VHIMOUTOP KanbLMHEBPUHA 16 (16,0)

aHanor sutamuHa D 14 (14,0)

npenapar Ha OCHOBE J1erTs 3(3,0)
TekyLas cuctemHas tepanus ncopnasa, n (%):

o 6T 5656
nHruéutop IL-17 55 (55,0)
nHruéutop IL-23 17 (17,0)
nHruéutop ®HO 17 (17,0)
nHruéutop IL-12/23 7(7,0)

MoHoTepanus gpyrumn CUCTEMHbIMU Npenaparamu 3(3,0)

Kom6uHnpoBaHHas Tepanus 1(1,0)
MHrnéutop ®HO + fpyroi cucTeMHbIA Npenapart 1(1,0)

Meguana (MKP) npoRomKuTenbHOCTY TEKYLLEN CUCTEMHON Tepanuu, MecsLbl 14,3 (9,1-28,4)

o 14601-299)
rnen 14,7 (9,1-31,1)
[pyrue cuctemHble npenaparsl 9,7 (7,0-20,9)

Kom6uHnpoBaHHas Tepanus 7,8 (7,8-7,8)

/I3meHeHne J03NPOBKI/pexnuma JO3UpoBaHus npenapara TekyLeid CUCTeMHON Tepanuu, n (%):

MoHoTepanus
TBMN:
N3MEHeHNe [LO3NPOBKY 29 (30,2)
N3MEHEHIe pexxuma Lo31poBaHus 0(0,0)

[lpyrue cuCTEMHbIE Npenaparb:
N3MeHeH1e A03MPOBKM 1(33,3)

N3MEHEHIe pexuma Lo31poBaHus 1(33,3)

BecTtHrk gepmatonorum u BeHeponorun. 2025;101(4):40-54 W
T. 101, Ne 4, 2025 Vestnik Dermatologii i Venerologii. 2025;101(4):40-54 W
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Tabnuua 2. OkoHYaHue
Table 2. Ending

447

Mokasatenn 3HaveHue
Kom6uHupoBaHHas Tepanus:
13MeHeHe J03MPOBKN 0(0,0)
M3MEHEeHNE pexuma [031poBaHus 0(0,0)
Megawnana (MKP) 6anna PASI B Hayane TeKyLei CUCTEMHOI Tepannu 24,4 (20,9-32,1)
MoHoTepanus 24,7 (21,0-32,3)
rnen 24,9 (21,4-32,3)
[pyrue cuctemHble npenaparbl 20,8 (15,0-26,1)
KombuHupoBaHHas Tepanns 14,0 (14,0-14,0)
CpepHuin (CO) 6ann PASI Ha BU3nTe nccneaoBaHmus 3,5(4,3)
MoHoTepanus 3,6 (4,3)
rnen 3,4 (4,0)
[lpyrue cucTeMHble npenapatbl 8,8 (10,6)
Kom6uHupoBaHHas Tepanus 0,3 (-)
Megunana (MKP) 6anna PASI Ha Bu3nTe nccnefosaHus 1,4 (0,4-5,6)
MoHoTepanus 1,5 (0,4-5,7)
rnen 1,4 (0,4-5,6)
[pyrue cucTeMHble npenapatbl 4,8 (0,8-20,8)
Kom6uHnpoBaHHas Tepanus 0,3 (0,3-0,3)

lMpumeyarmne. N — obLuee Konm4ecTBo naumeHToB; MKP — MeXKBapTuIbHbIN pa3max; n (%) — Konm4ecTBo (MPOLIEHT) NauneHToB B Kax o kateropum; CO —
cTaHpapTHoe oTKnoHeHne; ®HO — dhakTop Hekpo3sa onyxonu; IL — nHTepnenkuH. MpoLeHTbl paccuuTaHbl OTHOCUTENTBHO YMCna NaunMeHToB € [OCTYMHbIMU
AaHHbIMK. MpoJoMKMTENBHOCTb NeYeHns (Mecsilbl) paccunTbiBanm Kak: (JaTta Bu3nTa B pamkax uccneposaHusi — [lata Havana nedvenuns + 1) / 30,42. Bee
YacTuyHble OTCYTCTBYOLME AaThl 6binv BAUcaHbl: 1) Ans faT Hadyana, ecriv OTCyTCTBOBaNM TONMbKO AeHb UMM MEeCsiL, OHW yCTaHaBIMBaNMCh Kak NepBbiii AeHb
MecsiLia UNn NepBbIi MecsL, rofa COOTBETCTBEHHO; 2) ANs AaT OKOHYaHUs NpUMeHsiNock o6patHoe; 3) ecnu 6bin AOCTYMNEH TONMbKO rof, AeHb U Mecsill, paccyu-
TbIBANUCb, KaK onucaHo B 1) n 2). * — paccuntaHo anst 11 naumeHToB ¢ JOCTYMHLIMW AaHHbIMU.

Notes. N — total number of patients; IQR — interquartile range; n (%) — number (percentage) of patients per category; SD — standard deviation; TNF — tumor
necrosis factor; IL — interleukin. Percentages are calculated relative to the number of patients with available data. The percentages were calculated based on
the number of patients with available data. (Date of the study visit — Date of treatment initiation + 1) / 30.42. All partially missing dates were filled in: (i) for start
dates, if only the day or month was missing, it was set to the first day of the month or the first month of the year, respectively; (ii) for end dates, the opposite was

applied; (iii) if only the year was available, the day and month were calculated as described in (i) and (ii). * Calculated for 11 patients with available data.

28,0% (OW = 1,682; 95%-v AU (1,077; 2,626); p = 0,029,
kputepun Xu-ksagpart NupcoHa) n 28,1% npotus 17,4%
(OW =1,861; 95%- OW (1,138; 3,042); p = 0,018, kpute-
puin Xu-kBagpar lMmpcoHa).

Ka4vecTtBo xu3Hun. CpegHuin (CO) cymmapHbii 6ann
no onpocHuky DLQI B 06Leri nonynaummu coctasmn 2,6 (4,2)
(tabn. 3). VY 38,0% naumeHToB 6ann no onpocHuky DLQI
661> 1, ay 13% nauueHtoB — > 5 (puc. 2).

CpegHuii (CO) 6ann ankeTbl EQ-5D-5L B 06Ler no-
nynsauum coctasmn 0,9 (0,2). Hanbonee yacto naumeHTsbl
coobLany o npo6remax, CBA3aHHbIX ¢ 60nbro/guckomdcop-
TOM 1 nogsmxHocTbio. CpegHuii (CO) 6ann no EQ-BALL
coctasun 78,0 (28,8) (cm. Tabn. 3).

MNpousBoguTenbHOCTbL TpyAa M HapylleHue no-
BCEQHEBHOW akTMBHOCTU. Bcero onpocHuk WPAI-PSO
3anonHunm 100 (100,0%) naumeHToB, M3 HUX 68 (68,0%)
6b1IM TPYAOYCTPOEHDI (CM. Tabn. 3). HanbonbLuee BNusHne
TsKeCTb 3aboneBaHns okasbiBana Ha JOMEHbl «MNpe3eH-
Tenam» (CHMXeHWe TPyAoCnoco6HOCTU Npu dhakTUHECKOM
NpuUCyTCTBUM Ha pabdoTe), «noTeps MPOM3BOAUTESIbHOCTU
Tpyga» M «HapyllueHue akTMBHOCTW». BnusHue ncopuasa
Ha NPOW3BOAWTENbBHOCTb TpyAa M MOBCEOHEBHYIO aKTUB-
HOCTb HapacTano npu 6oriee BbICOKMX 3HadeHusix PASI
(puc. 3, Tabn. 4).

B BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(4):40-54
B Vestnik Dermatologii i Venerologii. 2025;101(4):40-54

YOoBneTBOpPEHHOCTb nNauueHta. Bce nauueHTsbl
(100,0%) 3anofnHANM ONPOCHMK YOOBNETBOPEHHOCTU Tepa-
nuei. bonblMHCTBO NaumeHToB (98,0%) 6binn yooBNeTBO-
peHbl KOHTponemM 3aboneBaHus, OCTUrHYTbIM C NMOMOLLIbIO
TeKyllen cuctemHonm Tepanuu. [dons nauneHToB, yOoB-
NETBOPEHHbIX CUCTEMHbIM fledeHneMm, coctasuna 97,9%,
100,0% n 100,0% cpeav nauveHToB, Nofy4aBLUNX COOT-
BeTCTBEHHO MoHoTepanuio MBI, MoHoTepanuio apyrumm
CUCTEMHbIMU NpenapaTtamMu 1 KOMOGMHUPOBaHHYO Tepanuio
(cm. Tabn. 3).

O6cyxpeHue

Cyb6aHanna paHHbIX MHOrOHaUMOHANBHOrO Mccneno-
BaHua CRYSTAL nos3eonun nonyyntb MHopMauuio o cy-
LLLeCTBYIOLLMX noaxodax K fie4eHno 1 OTBETe Ha Tepanuio
ncopvasa y poCCUNCKUX NaLMEHTOB B YCNOBUAX PYTUHHOMN
KMMHUYECKON MPaKTUKKU, BAUSIHAM Ncopuasa Ha KadyecTBO
>KMU3HW, NOBCEOHEBHYIO aKTUBHOCTb U YOOBNETBOPEHHOCTb
nauneHToB Tepanuen.

Moaxodbl K neveHnto ncopuasa Obinn B NEepByto o4ve-
penb OCHOBaHbl HA 6GUONOrNMYECKOM Tepanuu, 4To 06yCnoB-
NIeHO MosIBfIeHNEM 3a nocnefHee fecatuneTne 60mbLLIoro
konudectea MBI ¢ gokazaHHoON ahHEKTUBHOCTLIO N 6€3-
OMNacHOCTLIO.

Vol. 101, Iss. 4, 2025
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Puc. 1. Pacnpeaenerue nauueHTos no 6annam PASI Ha BU31Te nccnenosaHmus
B 06LLIEV MOMyMSLWMA 1 MO FPYNNaM TeKYLLEA CUCTEMHOIA Tepanii (MonyNsLns
MOHOTO aHann3a)

Fig. 1. Distribution of patients by PASI score at the study visit in the overall
population and by current systemic therapy groups (full analysis set)

BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(4):40-54 W
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Bce Monotepanus, MoroTepanus,  MoHoTepanus, Kom6uHm-
naumneHTbl BCE NaLMUEHTbI ren [Ipyrue CUCTEMHbIE poBaHHas
npenaparb! Tepanus

Puc. 2. Pacnpenenerue nauyextos no 6annam DLQI B 06LLgi nonynsuum u no
rpynnam TekyLLei CUCTEMHON Tepanin (MonymsiLys NOAHOr0 aHann3a)

Fig. 2. Distribution of patients by DLQI score in the overall population and by
current systemic therapy groups (full analysis set)

MegnaHa Bo3pacTta NauMeHToOB BO BPEMS YCTaHOBKU
nepeBoHavyanbHOro AnarHosa coctaenana 24,6 roga, 60nb-
LLUMHCTBO NaumeHToB (67,0%) 6binn MyX4mMHamu u 6onee
yeTBEpTU (26,0%) nmenn conyTcTByOLME 3a6oneBaHus.
XapaKTepucTUK1 nauueHToB B NpoBedeHHOM uccnenoBa-
HAM TUMWYHBI ONs NONynAuMM 60MbHBIX NCOPMa3oM U Co-
NnocTaBMMbl C TEMU, KOTOPbIE paHee coobLLanncb ans poc-
CUIACKOM BbIGOPKM B uccregosanum ATLAS, n ¢ aaHHbIMU
perucTpa nauueHToB ¢ ncopuasoM Poccuiickoro obLiecTsa
JepMaToBeHepOonoros n KocmeTosnoros [18, 26].

CouumanbHo-gemorpacdudeckue, aHTPONOMETPUHECKUE,
KJIMHWYECKUE XapaKTepucTuKM W nokasatenu obpasa
XXU3HU POCCUNCKUX N €BPOMENCKUX MaUMeHTOB WUMEKOT
KakK CXOACTBa, Tak M otnnuua. B rnob6anbHOM mnccnepo-
BaHun CRYSTAL 6onblyio 4acTb (64,9%) naumeHToB,
Kak 1 B POCCUIACKOW MOMynAuUKN, COCTaBMANIN MYX4MHbI.
MegvaHa Bo3pacTta, B KOTOPOM Oblfl YCTAHOBMEH Aua-
rHO3 rncopuasa nauneHTam rnob6anbHOro UccnegoBaHus
CRYSTAL, cocTtasuna 32,9 roga, MeamaHa AnnmTenbHOCTU
3abonesaHua — 11,8 roga, npy 3ToM NpakTUYECKM NOSIO-
BMHA U3 HUX (46,5%) nmena conyTcTByoLWMe 3abonesa-
Hus. B o06enx nonynayuax naumMeHTOB OCHOBHYIO Maccy

HAYYHbIE NCCNEAOBAHNA / ORIGINAL STUDIES

COCTaBNIANMU FOPOACKNE XUTENU TPYAOCNOCO6HOro BO3-
pacTa, 6onee 2/3 cocToanu B 6pake. B o6Luel nonynayum
nccneposaHus CRYSTAL 661510 601bLUe TEKYLLMX KYPUIlb-
LUMKOB (22,8%) NO CpaBHEHMIO C POCCUMINCKOM NOMynsALm-
en (9%). YacTtota BCTpe4aeMoCTU B aHamMHe3e ncopua-
TU4EeCKOro apTputa B o6Llen nonynsauun nccnegoBaHus
CRYSTAL 1y poccuinckux naumeHToB 6binia conoctasnma
n coctasnsana okono 30,0%.

Y nogasnswoLwero 60nbWMHCTBA NauneHToB na Poc-
cuu 1 cTpaH EBponbl Tekylasa cucteMHas Tepanus nco-
puasza Bknioyvana moHoTepanuio MBI, megnaHa npo-
OOMKUTENbHOCTU KOTOPOW Yy POCCUMCKUX MalneHTOB
(14,3 mecsua) 6bina NpPakTUHeCKN BOBOE MEHbLUe, Yem
B 06LLeN nonynauun uccnenosanus (27,7 mecsaua). Poc-
CUNCKNM NaumneHTam yalle Bcero HazHadanu MHrMeuTopsl
IL-17 (55,0%), pexe — nHrnéumtopsl IL-23 (17,0%), MHrM6M-
Topbl ®HO (17,0%) n nHrnéutopsl 1L-12/23 (7,0%). B 06-
wer nonynauumM uccrnegoBaHus, HanpoTUB, MHIIMOUTOPBI
®HO (48,6%) Ha3Ha4anM nayMeHTam 4vatle, YHem UHrnbu-
Topsbl IL-17 (24,2%), nHrnéutopsl IL-12/23 (12,9%) v nHru-
6uTopsl IL-23 (2,8%).

BbIno BbISBNEHO, YTO NOCe CUCTEMHOW Tepanuu npo-
JomkuTensHocTbio 1,2 roga (MeguaHa), NpevMMyLLecTBeH-
HO cocTosnBLlen u3 moHotepanu MBI (y 96,0% naumen-
TOB), 6onee MnonoBuHbl (55,0%) POCCUMINCKUX YYaCTHUKOB
C rnepBoHa4asnbHbIM NCOPUa3oM CpedHeln 1 TSXKeNon crtene-
HU nmenu abcontoTHeIn 6ann PASI > 1, a y 40,0% n 28,0%
naumMeHToB abCcontoTHble 3HaveHns PASI coctaBnsnm cooT-
BETCTBEHHO > 3 1 < 5. Y nauneHToB 13 Poccun, a Takxe
B 06uwwer nonynauum uccneposaHus CRYSTAL cpenHui
nokasarenb abcontoTHoro 6anna PASI Ha doHe MOHO-
Tepanuun MBI okasanca npuMepHo B 2 pasa HUXe, YeM
npu MOHOTEpanNuu ApYrMMmmn CUCTEMHbLIMU NpenapaTamu.

B uenom nony4eHHble B UCCNefoBaHUM OaHHble CBU-
0eTenbCTBYIOT O ny4wehn adPEeKTUBHOCTN CUCTEMHOM
Tepanun 6UONOrMYECcKUMU npenapaTtaMmyv Mo CpaBHEHUIO
C OpyrMMmn cUCTEMHbIMU NpenapaTamMu, YTO COOTBETCTBYET
npegbiayliMm Habnwogennam [27]. OgHako 6onee [ocTo-
BepHble BbIBOAbI MOXHO caenatb Ha 6onee KpynHOW Bbl-
60pKe NauMeHToB (B POCCUICKOM NOMynsauumn B Nogrpynne
TPaguLUMOHHONM CUCTEMHOM Tepanum 6bii1o 3 naumeHTa).

BnusiHMe ncopuasa Ha KadeCcTBO >XWU3HWU, O KOTOPOM
ceupeTenscTeoBany 6annsl DLQI > 1 n > 5, koHcTaTtupoBa-
HO COOTBETCTBEHHO Y 38 (38,0%) 1 13 (13,0%) naumeHTOB.

PASI >5

Bce nauventol M PASI <1 M PASI>1 PASI <3 PASI >3 PASI <5
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Puc. 3. OueHkun nomera WPAI-PSO no a6contotHbiM 6annam PASI Ha BIU3uTE 1cCNeaoBaHms (MONyNSUys NOMHO0 aHanmaa)
Fig. 3. WPAI-PSQ domain scores based on absolute PASI scores at the study visit (full analysis set)
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Tabnuua 4. Ouenku gomeHa WPAI-PSO no abcontoTHbIM 6annam PASI Ha BU3WTe UcCnenoBaHns (NonynsLms noaHoro aHannaa)

Table 4. WPAI-PSQ domain scores based on absolute PASI scores at the study visit (full analysis set)
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Moka3sarenb n CpegHee co Mepauana MKP MuH-Make p-value
061yas nonynayws (nobas Tepanus, MoHoTepanus nian komburayns) (N = 100; Npa sor= 08)
A6ceHTensm 68 0,5 3,5 0,0 0,0-0,0 0,0-28,6 < 0,001
Mpe3eHTen3m 68 8,2 16,1 0,0 0,0-10,0 0,0-80,0 < 0,001
[ToTeps NpOM3BOAMTENILHOCTY TPYAA 68 8,7 16,5 0,0 0,0-10,0 0,0-80,0 < 0,001
HapyLieHue akTUBHOCTU 100 12,6 20,3 0,0 0,0-20,0 0,0-100,0 < 0,001
Cyb6nonynayns ¢ PASI < 1 Ha sugute uccnegosanus (N = 45; N ator = 38)
A6ceHTensm 38 0,1 0,8 0,0 0,0-0,0 0,0-5,0 < 0,001
Mpe3eHTen3m 38 4,2 14,5 0,0 0,0-0,0 0,0-80,0 < 0,001
[ToTeps NPpoOM3BOANTENLHOCTY TPYAA 38 43 14,5 0,0 0,0-0,0 0,0-80,0 < 0,001
HapyLieHne akTUBHOCTHN 45 5,6 19,6 0,0 0,0-0,0 0,0-100,0 < 0,001
Cyb6nonynsayus ¢ PASI > 1 Ha Busute uccnegosanus (N = 55; Nﬂm =30)
A6ceHTensm 30 1,0 5,2 0,0 0,0-0,0 0,0-28,6 < 0,001
MpeseHTen3m 30 13,3 16,9 10,0 0,0-20,0 0,0-70,0 < 0,001
[ToTeps NpOM3BOAMTENILHOCTY TPYAA 30 14,2 17,4 10,0 0,0-20,0 0,0-70,0 < 0,001
HapyLueHue akTBHOCTH 55 18,4 19,1 20,0 0,0-30,0 0,0-70,0 < 0,001
Cyb6nonynauyns ¢ PASI < 3 Ha sugute uccnegosanus (N = 60; N ator = 47)
A6ceHTensm 47 0,1 0,7 0,0 0,0-0,0 0,0-5,0 < 0,001
Mpe3eHTEN3M 47 4,0 13,3 0,0 0,0-0,0 0,0-80,0 < 0,001
[oTeps Npon3BOANTENBHOCTY TPYAA 47 41 13,4 0,0 0,0-0,0 0,0-80,0 < 0,001
HapylueHue akTUBHOCTK 60 5,8 17,6 0,0 0,0-0,0 0,0-100,0 < 0,001
Cyononynauus ¢ PASI > 3 Ha Busute uccnegosauns (N = 40; N . = 21)
A6ceHTensm 21 14 6,2 0,0 0,0-0,0 0,0-28,6 < 0,001
MpeseHTen3m 21 17,6 18,1 20,0 0,0-20,0 0,0-70,0 0,002
[ToTeps NpoOM3BOAMTENILHOCTY TPYAA 21 18,8 18,5 20,0 0,0-20,0 0,0-70,0 0,007
HapyLueHue akTBHOCTH 40 22,8 20,0 20,0 5,0-30,0 0,0-70,0 < 0,001
Cyénonynauus ¢ PASI < 5 Ha Busute nccnegosamns (N = 72; Npm =54)
A6ceHTensm 54 0,6 39 0,0 0,0-0,0 0,0-28,6 < 0,001
Mpe3eHTEN3M 54 44 12,7 0,0 0,0-0,0 0,0-80,0 < 0,001
[oTeps Npon3BOAMTENBHOCTY TPYAA 54 5,0 13,4 0,0 0,0-0,0 0,0-80,0 < 0,001
HapylueHne akTUBHOCTM 72 71 18,1 0,0 0,0-5,0 0,0-100,0 < 0,001
Cyononynayus ¢ PASI > 5 Ha susute ncciegosanns (N =28 N, = 14)
AbceHTensm 14 0,0 0,0 0,0 0,0-0,0 0,0-0,0 NA
pe3eHTen3m 14 22,9 19,8 20,0 10,0-30,0 0,0-70,0 0,052
[ToTeps NpOM3BOAMTENLHOCTY TPYAA 14 22,9 19,8 20,0 10,0-30,0 0,0-70,0 0,052
HapyLieHne akTUBHOCTU 28 26,8 18,9 25,0 15,0-35,0 0,0-70,0 0,082

lpumeyanne. Ona nomeHos «A6CeHTen3Mm», «peseHTenam» n «loTepsi NPON3BOANTENILHOCTU TPyAa» KONMMHYECTBO MPOMNYCKOB PacCcyHMTaHO Ha OCHOBE Mofa-
MHOXeCTBa «PaboTatoLLye B HacTosILLee BPeMsi». N — KONMYECTBO NaLMEHTOB C AOCTYMHbIMM AaHHLIMU A1 KaX A0 kaTeropum n gomeHa; CO — ctaHpapTHoe

oTKNoHeHne; MKP — mMexKBapTunbHbI pa3dmax; MuH — MuHnMmym; Makc — makcumyM; N — obLuee konn4ecTso naumeHTos; N
Ha MOMEHT BuU3nTa uccnegosaHus; NA — He NpUMEHNMO.

pa6ot

— nauuveHTbl, padoTatoLine

Notes. For the «Absenteeism», «Presenteeism», and «Loss of productivity» domains, the number of absences was calculated based on the «Currently
working» subset. n — number of patients with available data per category and domain; SO — standard deviation; MKP — interquartile range; Mun —

minimum; Makc — maximum; N — total number of patients; N

B BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(4):40-54

pa6ot

B Vestnik Dermatologii i Venerologii. 2025;101(4):40-54

— patients who were working at the time of the study visit; NA — not applicable.
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Haunbonbluee HeraTuBHOE BNUsHWE 3a60neBaHnsa Ha Kade-
CTBO XM3HU 6blI0 OTMEYEHO Y MauVeHTOB, Mony4vaBLUnX
TpaavUMOHHbIE CUCTEeMHble npenapartbl, MO CpaBHEHUIO
C naumeHTamu, nonyyasBLUMMN GUOMOMMYECKYHO Tepanuio.
OpHako paxe cpegn nocnegHUX O BAWSIHMM Mcopuasa
Ha Ka4eCTBO XW3HM coobLmnm 36,4% naumeHToB. B uc-
cnegyemMon nonynsumMm naumeHToB, NonyYaroLmx nevyeHne
B TeYeHWe He MeHee 24 Hefenb, 6bI0 NOATBEPXAEHO CO-
XpaHsolleecs oTpuuaTeNnibHoe BAWsSHWE 3aboneBaHus
Ha KayeCcTBO XW3HU. B gpyrom uccnegosaHuu, nposedeH-
HoM B Poccuu, Takxe 6bI510 MoKasaHo, YTo ncopmnas oKkasbl-
BaeT HeraTUBHOE BMUSHWE Ha Ka4eCTBO XWU3HW NauneHToB
(co cpegHum 3Ha4eHnem nHgekca DLQI, paBHbiM 7,1) 1 nx
paboToCcnoCOOHOCTb (CHWXeHWne Ha 33,2%), KoTopoe Ha-
pacTano no Mepe yBenun4eHus TsxxecTn 3abonesaHus [28].

B npoBepeHHOM wuccrnegoBaHUMM MoKasaTenu ornpoc-
HMKa HapyLleHus Npou3BOAUTENLHOCTU Tpyda W MNoBce-
gHeBHon akTueHoCTU (WPAI-PSO) 66111 HU3K1MKM B 06LLel
nonynauumn 3a CHET NauneHToB, NMPUMEHSBLLUNX CUCTEMHYIO
6MONOrMyYecKyto Tepanuio, ansa KOTOpbIX YCTAaHOBMIEHO MO-
NOXUTENbHOE BO3AENCTBME HA NPOU3BOAUTENBHOCTb TPY-
na [29-31]. Bonee BblpaXxeHHOe HeraTMBHOE BO3OeNcTBne
3aboneBaHua 0TMeYanocb Npu 60nee BbICOKUX 3HAYEHUAX
nokasarens PASI n cooTBeTCTBYOLLEM YBENNYEHUN THXKe-
CTU ncopuasa. YOoBNeTBOPEHHOCTb MauueHTOB TeKyLLen
CUCTEMHOWN Tepanuen 6blna BbICOKOM BO BCeX rpynnax.
Cxoxwve pesynbraThl 6bIIM OTMEYEHbI U B O6LLEN Nonyns-
unn nccneposaruns CRYSTAL.

[aHHoe nccnegosaHne NMeET pag orpaHNYeHnin, K Ko-
TOPbIM OTHOCATCA HEeO6OSbLLION pasmMep BbIGOPKU, onuca-
TenbHbIN XapakTep CTaTUCTUYECKNX aHaNn30B, PETPOCNEK-
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TUBHbIA OM3aH UCCNeAoBaHWs, OCHOBAHHbLIM Ha MeTone
nonepeyHbIX cpe30B. [NonepeyHbl AM3anH uccnegoBaHns
He MO3BOMWM U3YyYUTb OMHAMUKY MCXOAOB, COOOLLaEeMbIX
nauyneHtamu, C TeYEeHMEeM BpPEeMEHW OTHOCUTESNIbHO W3-
MeHeHus TsXKecTu 3aboneBaHust. MOCKonbKy B nogxopax
K nedveHuto npeobnapjana 6uonoruvyeckas Tepanusi, BAu-
AiHMEe ncopuasa Ha KayecTBO XW3HW U BOCMpUSATUE nauu-
E€HTOM [AOCTUXEHUS TepaneBTUYECKOM Lenu cnegyeTt pac-
cMaTpmBaTb B 60fiee LUMPOKOM BPEMEHHOM Auanas3oHe,
yuuTbIBaa Takme BaxHble ocobeHHocTn MBI, kak saBne-
HMWE MMMYHOMEHHOCTU U BbDKMBAEeMOCTb Tepanun. Kpome
TOro, uccrnegosaHve NPOBOAMMOCH B Mepuop naHaemMum
COVID-19; Taknm 06pas3om, ucxodbl, coobLlaemble naum-
€HTamMu, 1 BOCMPMHUMAEMOE KavyeCTBO XU3HN MOrnu 6bITb
MCKaXeHbl, YTO 3aTpyaHSET NpsiMble CpaBHEHUS C ApYrnMu
ncecnegoBaHUaMN.

3aknovenue

VY 3HauMTEenbHOM YacTu POCCUMCKUX MNaUMEHTOB CO
CpenHeTSXKENbIM M TXKEeNbiIM MNCopuMa3omM (U3 KOTOpbIX
96,0% nony4anu cuctemHyto MoHoTepanuio MBIT) no-
crne He MeHee 24 Hefenb HenpepbiBHOM Tepanun Habito-
hanucb HU3Kne abcontoTHble 3HadveHua PASI, ceupeTtens-
cTByolne 06 3PPEKTUBHOCTU MNPOBOAMMOIrO feveHus,
M XopoLlas yaoBMeTBOPEHHOCTb Tepanuen. TeM He MeHee
ToNbKO Y 21,0% naumeHToB 6bl1 OTMEYEH perpecc ncopu-
aTnyecKux BbICbiNaHWA, a 6onee ogHOM TpeTu coobLuanu
0 BNUsIHUM 3a60neBaHns Ha Ka4yeCTBO XU3HU, YTO BCe eLLe
yKasblBaeT Ha HEOOXOAMMOCTb YryudLLEeHUs cTpaTerun ne-
YyeHua B Poccuun gns ontuMmsaumm nMcxodos y NalMeHToB
co cpepHeTsxenbiM U TsaxensiM ncopuaszom. [l
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CPpMATOCKOIIUA: OT O6Y‘ICHI/I}I K UCIIOJIb30BAHHUIO B ITPAKTUKE

© MaprbiHoB A.A."2, Cbicoesa T.A.2, Cokonosa A.B.%, Ky6aHos A.A.", Bnacosa A.B.3*, PaxmarynuHa M.P.!, Té B.J1.2

TocyaapCTBEHHbIIt Hay4HbIA LEHTP AepMaToBeHeponorin u kocmetonoruu, Mocksa, Poccus

2Poccuiickast MeaULIMHCKas akafeMust HempepbIBHOMO NpotheccuoHanbHoro obpasosatiis, Mocksa, Poccus

$TlepBblit MOCKOBCKIIA roCYAapCTBEHHbII MEANLMHCKMIA yHuBepcuTeT umenn .M. CeyeHoBa (CeyeHoBCKiA YHIBEPCUTET),
Mocksa, Poccust

O6o0cHoBaHue. [lepmatockonus ctana TUNMYHOM NPakTUKOM NP 0Ka3aHUM NOMOLLIN

no AepMaToOBEHEPONOrnn, KOCMETONOMMM U NPU OHKONorndeckmnx 3abonesaHnax. OgHako coxpaHsaeTcs
HU3Kas OCHaLLEeHHOCTb flepMartockonamMv MeguuuHCKux opraHnsauuii. lNMpm 3TomMm ypoBeHb 3HaHW

1 HaBbIKOB Bpa4er no BornpocamM AepmMaTtockonuu, kayecTBo COOTBETCTBYIOLLMX 06pa3oBaTesibHbIX
nporpamMm paHee He aHanM3npPoBasnCh.

Llenb nccneposaHua. [lpoBecTy aHanM3 peannayemMbix NporpamMm rnoBbILLEHUs KBanugukaumm

no Bornpocam AepMaToCKONuUu 1 oLeHKY CTeneHn BHe4peHUs 0epMaToCKON1Mu B OeATeNbHOCTb
MeONLNHCKUX OpraHmu3auuni.

MeTopabl. [lpoaHann3npoBaHbl JOCTYMHbIE K OCBOEHUIO MPOrpamMMbl MOBbILWEHUS KBanvdukauum

M NpoOBeAEHO aHOHUMHOE aHkeTupoBaHue 402 Bpadvein C NOMOLLbIO cnelnanbHO pa3pabdoTaHHOro
COLMOJIOrMYECKOro onpocHMKa.

Pe3ynbTaTbhl. HecMOTps Ha pa3Hoo6pa3ne BapuaHToB 1 (OOpM 0OyHEHUS, KA4ECTBO OBYYEHUS
0CTaeTCs HU3KMM, 0COBEHHO Afs 3a04HbIX 06pasoBaTesbHbIX NporpamMm. Ob6y4veHune no Bonpocam
JepMaTtocKonuu v 4epMaToOOHKOIOM MM NPOXOANIIN COOTBETCTBEHHO 66,7 1 45,5% pecnoHOeHTOoB.
Mpu aTom okono 20% cneunannucTos OCBOMAN NPOrpaMmbl 06bEMOM MeHee 6 Y. Moyt 75%
pecrnoHAeHTOB OTMETUIIN HEOCTATOYHOCTb 3HAHUIM A5 NONIHOLEHHOW paboThl C 4epMaTOCKOMOM

(B GONBLUMHCTBE Cy4aeB 3TO KacaeTcs AMarHOCTMKMN 3110Ka4eCTBEHHbIX HOBOO6pa3oBaHui). No4tu
NoJsIOBUHA PECMOHOEHTOB NPoBOANUT hoTodmKcauuio Npu 4epMaToCcKonun, OfHaKo B 60MbLUMHCTBE
opraHusauui He NpegycMoTpeHbl NEPEHOC N XpaHeHne N3o6paxKeHni.

3aknio4eHune. Lienecoob6pasHo co3fgaHme MeTOAMHECKOro LeHTpa No BONpocam AepMaTocKonum

Ha 6a3e kadenpbl gepmaroseHeposnorun n kocmetonorum PMAHIO. TpebyeTtca pa3paboTka

W BHeJpeHWe TUMOBOW NPUMEPHOM NporpamMmMbl No BOrpocam AepMaTtockonuu B o6beme He MeHee
36 4. Heob6xoamnma paspaboTka YHUPULMPOBAHHOIO MPOTOKOa AEPMAaTOCKOMUYECKOro 3aKn4eHns —
KakK NepBMYHOro epMaToCKONMMYeCKoro 3akmioYeHus, Tak U NpoTokKoNa QUHAMUYEeCKOro KOHTPONS.
OTgenbHOro aHanuaa TpedyeTt UCnonb3yemas TEPMUHOMOINA MO AepMaTOCKOMNMM Ha PYCCKOM A3bIKE.

Kno4eBble cnosa: AepMaToCKONUSA; AepMaTOCKOMN; TEPMUHONOrUs; AUarHocTuKa; pepMmaTtoBeHeponorus; obyyeHue

Bpayewn

KOHMNUKT MHTEPECOB: aBTOPbI AeKNAPUPYIOT OTCYTCTBME SIBHbIX U MOTEHUMANbHBLIX KOH(IIMKTOB MHTEPECOB,

CBA3aHHbIX C Ny6nMKaunen HacTosALLEN CTaTbu.

MCTOYHMK PUHAHCUPOBAHMS: pyKONUCh NOArOTOBNEHA U ONY6/IMKOBaHa 3a CHET (OMHAHCUPOBAHUSA MO MECTY

paboTbl aBTOPOB.

Insa untnpoBaHms: MapTeiHos A.A., CbicoeBa T.A., Cokonoea A.B., Ky6aHoe A.A., Bnacoea A.B.,

PaxmatynuHa M.P., Té B.J1. Jepmatockonus: oT 06y4eHUs K ICNOMb30BaHMIO B NpaKkTuke. BeCTHWMK gepmaronorum
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D ermatoscopy: from training to practical use

© Andrey A. Martynov'2, Tatyana A. Sysoeva?, Anna V. Sokolova?, Alexey A. Kubanov', Anna V. Vlasova®*,
Margarita R. Rakhmatulina', Viktoriia L. Te?

'State Research Center of Dermatovenerology and Cosmetology, Moscow, Russia
2Russian Medical Academy of Continuous Professional Education, Moscow, Russia
3].M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

Background. Dermatoscopy has become a typical practice in providing assistance in
dermatovenereology, cosmetology and oncological diseases. However, the low level of equipment of
medical organizations with dermatoscopes remains. At the same time, the level of knowledge and skills of
doctors in matters of dermatoscopy, the quality of relevant educational programs have not been analyzed
before.

Aims. Conduct an analysis of the ongoing advanced training programs on dermatoscopy and assess the
degree of implementation of dermatoscopy in the activities of medical organizations.

Methods. The available advanced training programs were analyzed and an anonymous survey of

402 doctors was conducted using a specially developed sociological questionnaire.

Results. Despite the variety of options and forms of training, the quality of training remains low, especially
for correspondence educational programs. 66.7% and 45.5% of respondents, respectively, received
training in dermatoscopy and dermato-oncology. At the same time, about 20% of specialists mastered
programs of less than 6 hours. Almost 75% of respondents noted insufficient knowledge for full-fledged
work with a dermatoscope (in most cases, this concerns the diagnosis of malignant neoplasms). Aimost
half of the respondents perform photo fixation during dermatoscopy, but most organizations do not provide
for the transfer and storage of images.

Conclusion. It is advisable to create a methodological center on dermatoscopy issues based on the
Department of Dermatovenereology and Cosmetology of the Russian Medical Academy of Postgraduate
Education. It is necessary to develop and implement a standard sample program on dermatoscopy
issues in the amount of at least 36 hours. It is necessary to develop a unified protocol for a dermatoscopy
report, both a primary dermatoscopy report and a dynamic control protocol. The terminology used in
dermatoscopy in Russian requires separate analysis.

Keywords: dermatoscopy; dermatoscope; terminology; diagnostics; dermatovenereology; medical education
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Il O6ocHoBanme

B HacTosilLlee Bpemsa pepmaTockonusa  (SNUIOMU-
HUCLIEHTHasi MWKPOCKOMNWS) Kak MeTod uccnenoBaHus
Ona OMarHoCTUKM HOBOOOGpasoBaHUM W 3abofieBaHUn
KOXW BKoveHa MuHagpasom Poccuun B nopsgkm okasa-
HUS MeOULMHCKOM NOMOLLM Mo nNpodhunaM «gepmMartoBe-
Heponorns», «KOCMETONOrns», a TakXe Mpu okKasaHuu
MeANUVHCKOM NOMOLLM MpU OHKONOrn4eckmnx 3abonesa-
Husx [1, 2]. OcHalleHre KabMHETOB Bpaya-gepmMmaToBeHe-
ponora n Bpaya-kocMeTonora MeauUUHCKUMU U3Oenu-
MU ONS NpoBedeHUs AepMaToCKONUU ABNSETCH OAHUM
N3 06a3aTenbHbIX NIMLEH3NOHHbIX TpeboBaHun [3]. Mpo-
BefjeHNe OoCcMoTpa MOpPaXeHHbIX KOXHbIX MOKPOBOB Ma-
LMeHTa C MOMOLLIbIO fiepMaTocKona BKIYeHo B npodec-
CUOHalbHbLIN cTaHdapT Bpada-gepmartoBeHepornora [3].
Mcnonb3oBaHne gepMaTocKonuu npeaycMOTPEHO B Lue-
CTU KNIMHUYECKUX pekoMeHaaumax, ogobpeHHbIX HayyHo-
3KCnepTHbIM coBeToM MuH3gpaBa Poccum no KnNnHu4e-
CKUM pekomeHgaumam [4—8].

B TO Xe BpemMa B PyTUHHOW MEONLMHCKOM NpakTuKe
oKasaHne MeuLUUHCKOM nomowin B 60MbLUMX ropogax
W OTAANEHHbIX HaCeNeHHbIX NYHKTax 3Ha4YnTeNbHO OTNU-
YyaeTcs No OCHALLEHWUIO KaBUHETOB, KA4eCTBY Nofy4aembIX
n3o6paxeHnin, nposegeHUto POTOAOKYMEHTaLMu, NoAxXo-
JaM K NpoBefeHuo 0OCMOoTpa NauueHToB 1 nopsaky npo-
ounakTMyeckoro HabnwogeHus 3a naumeHTamu. Tak, co-
rMacHo HegaBHO ONYy6IMKOBAHHbLIM AaHHbIM, B 31 (48,4%)
MeANUVHCKOW opraHnsaumm Ha Tepputopumn Poccuninckom
depgepaunmn YMCNO OepMaToCKOMNOB MEHbLLE, YEM YUCIO
JepmaToBeHeponorn4yeckmx kabmHetos. OCHaLLEHHOCTb
JepMaTtockonaMmn KpyrnoCyTOYHbIX U OHEBHbIX cTaumo-
HapoB OCTaeTCa Ha KparHe HM3KOM ypOoBHE — COOTBeT-
CTBEHHO 5,2 n 17,1% [9].

O6y4yeHne ocHoBamM [epmMaToCKOMUM  BKJIHOHYEHO
B MporpamMmbl opavHaTypbl, a TakXe peanuayeTtcs 06-
pasoBaTesibHbIMU LEeHTpaMu1 B pamkKax nporpamm nepe-
NoAroTOBKU U MOBbILWEHNSA KBanUuKaumMm ynoMsaHyTbIX
cneunanucto. OgHOBpeMEHHO 06pa30oBaTefibHbIMU LieH-
TpamMu peanuayoTcs OTAeNbHble NpPorpamMmbel NO BOMPO-
caMm gepmMatockonuu Ans crneumanucToB C BbICLLUMM Me-
OULMHCKUM 06pa3oBaHneM pasfnnyHbIX cneunanbHOCTeN
(B 4acTHOCTW, Bpayen-gepMaToOBEHEPOSIOroB, Bpayen-
KOCMETOSIOroB, Bpayen-oOHKOMOroB, Bpayen akyLlepoB-
r'MHEKOJOroB U ap.).

B TO e BpeMsi COXpPaHSAIOTCSA CIOXHOCTU MOArOTOBKU
cneumanucToB C BbICLUMM MeAULUMHCKUMM 06pa3oBaHuUEM
no AepMaTtocKonuu, 06ycrnoBfeHHbIE HE TOMbKO Ka4eCTBOM
obpasoBaTenbHbIX MPOrpaMm, HO U pasnuyHbLIMU NOAXOAA-
MU K NPOBEAEHUIO OepMaTOCKONUK, a TakXe K OnncaHuio
Nony4eHHbIX Pe3ynbLTaToB.

Kpome TOro, [0 HacTosiLLero MOMEHTa elle He BHe-
OpeHbl eanHble TEPMUHONMOrMYecKne Noaxoasl no AaHHOMY
HanpaBneHuio paboThbl, a TakXe efduHble NPOTOKOSbI MNPOo-
BeleHUs TakuX nccrnegoBaHun.

YuyuTbiBasd U3NOXEHHOE, W3y4YeHWe MHeHus chne-
UManuCcToB C BbICLUMM MEAULUUHCKUM 06pa3oBaHUEM,
MUCNOMNb3YIOLNX OepMaToCKONuUio B CBOEN MNpakTuke
(npexpe Bcero Bpa4en-gepmMaToOBEHEPONOroB, BpaYven-
KOCMETOJIOrOB U Bpayein-OHKOJIOroB), C MOMOLLBIO CreLm-
anbHO pa3paboTaHHOro BOMPOCHMKA ABNAETCHA aKTyarbHbIM.

Llenb nccneposaHua — npoBecTy aHanu3 peanuaye-
MbIX B HACTOsILLee BpeMs MporpaMmm rnoBbILLEHUS KBannpu-
KaLuu no Bornpocam AepMaToCKONUK, a Takxe no gepmaro-
oHkonorun. OLUeHNTb CTeNeHb BHEAPEHUA OepMaTockonmm
B AeATENbHOCTb NPOMUIbHBLIX MEAULIMHCKUX OpraHn3auni,
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a TakXe ucnonb3yeMble NPOTOKOJbl NpoBeneHna nepma-
TOCKOMNMMN Npn OKa3aHUn MEeLMULIMHCKOM NOMOLLU 60SIbHBIM
C 3a60neBaHuAMUN KOXU 1 MOOKOXHOW KreTyaTKu, npn HO-
BOO6paSOBaHI/IF|X KOXMW, a TakKxxe Nnpn KOCMeTn4eCknx Heno-
CTaTKax KOXxwu.

MeTopab!

[Jln3aiit ncecnenoBanns

AHOHMMHbIA COLMONOIrMYECKUIA KOJNIMYECTBEHHbLIA OH-
NarH-0Npoc MeONLIMHCKMX CNELManNCTOB C BbICLUMM MeLu-
LIMHCKNM 06pas3oBaHneM. AHann3 pasmeLLieHHbIX Ha nopTa-
nle HenpepbIBHOro MeAULMHCKOro 1 hapMaLleBTUYEeCKOro
MeaMLUMHCKOro o6pa3oBaHns o6pasoBaTesibHbIX MporpaMmm
no BonpocamM AepmMaTocKonuu Ans CneumanucToB C BbIC-
LUIMM MEOMLIMHCKUM 06pa3oBaHNEM.

Onucanue uccnenoBaHus

[na oueHKM peanusyemMbiX B HAcTosLLiee BpemMs Mnpo-
rpaMM MOBbILLEHNA KBanudvkaumm no Bonpocam gep-
MaTOCKOMUKU, AEPMaTOOHKONMOINMM, a TakXe BO3MOXHbIX
BapunaHTOB MOBbILLEHNA KBanudukaumm no 0603Ha4eH-
HbIM BOMpoOcaM ObINn NpoaHanM3MpoBaHbl pasMeLLeHHble
Ha ropTane HernpepbIBHOrO MeAULMHCKOro 1 dhapmMaLes-
Tnyeckoro o6pasoBaHua (HM®O; hitps://nmfo-vo.edu.
rosminzdrav.ru) NporpamMMbl NOBbILIEHWS KBanudukaumm,
nepuop peanusaumm KOTopblX COOTBETCTBOBAs BPEMEHHO-
My npoMexyTKy ¢ 1 aHBaps no 31 mapta 2025 r. BKIO4Yn-
TesbHO.

OcHoBHas cneumnanbHOCTb, MO0 KOTOPOW OCYLLEeCTBAAN-
Csl MOUCK nporpamM, 6bia fAepmMaToBEHeposiorns, a Kio-
YeBbIMW CII0BaMU — «AepMaTooHKonorus» (30 nporpamm),
«gepmMarockonus» (52 nporpamMmbl), «OHKOAEPMaToNoruns»
(7 nporpamm), «HOBOOGpPa30BaHUs KoXxu» (65 nporpamm).

OpHOBpEMEHHO ONa Lenen HacTosLero MccrnenoBa-
HMA 6blN pa3paboTaH cneumasnbHbIi BOMPOCHUK, BKOYaB-
wwmi 52 Bonpoca. CTPyKTypMpPOBaHHBIA COLMONOrMYECKI
OMPOCHMK ObIN anpobupoBaH Ha Marnown rpynne spadven-
JepMaToBEHepOororos 1 NPoAeMOHCTPUpoBan YAoBNeTBo-
puUTENbHbIE XapakTEPUCTUKM MO BanNNAHOCTU, HAAEXHOCTU
1 YyBCTBUTENBbHOCTU. KaXabIi pecnoHAeHT gasan nHdop-
MUpOBaHHOE cornacue Ha y4yacTtue B onpoce. VIHTepBblo-
MpoBaHMe OCYLLECTBNANOCL B CMELUaHHOM dopmarte —
Kak C MOMOLLIbI0 6YMaXXHOro HOCUTENS, Tak 1 NOCPEACTBOM
3anosiHEeHNS OHNaMH-aHKeTbI.

Bcero 6bI10 npoBefeHO aHOHUMMHOE aHKeTMpoBaHWe
402 MegUUMHCKUX CNeLuanucToB € BbICLUMM MEAULMHCKUM
obpasoBaHuneM.

[aHHble 6bINM aHOHMMWM3NPOBaHbLI B MOMEHT cbopa
MHdOpMaUMK, perncTpaumsa Kakux-nmbo afeMeHToB nep-
coHanusaumu pecroHAeHTOB HacCTOSALWMM uccrnefosaHvemM
He nposogunack. COBOKYMHOCTb aHOHUMM3MPOBAHHBIX
OaHHbIX XpaHUTCA Ha OJHOM MEepCcoHanbHOM KOMMbIOTEPE,
HaxogsLeMcs B pacrnopsXXeHUn OTBETCTBEHHOMO NCMONHW-
Tens; nepefada AaHHbIX He npegycMoTpeHa.

drnqeckas akcnepTuia

lMpoBegeHre Hay4HO-MCCNeOoBaTeNlbCkONn  paboThl
no teme «[lepMaTockonus B NpakTuke Bpadei-crneupanu-
CTOB» 6bI10 00O6PEHO Ha 3acefaHunM HesaBuUCUMOro aTu-
yeckoro komuteta OIrBOY AMNO PMAHIMO MwuHagpasa
Poccun (npoTtokon Ne 2 ot 17 dheBpans 2025 r.).

CTatncTn4ecknii aHanm3

Crartnctudeckumii aHanms um Buayanmsauna nony4yeH-
HbIX OaHHbIX NpoBOAUSIMCL C UCNONIb3OBaHMeM cpenbl
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Ana cratuctudeckmx Bbluncnernmi R 4.4.2 (R Foundation
for Statistical Computing, BeHa, ABcTpusi).

OnucaTenbHble CTAaTUCTUKM NPeAcTaBneHsl B Buae ab-
COMIOTHOW N OTHOCUTENBHOWN YacToT A1l KAYECTBEHHbIX Me-
peMeHHbIX, CPefHero (+ CTaHAAapPTHOE OTKIIOHEHWE), Meau-
aHbl (1-1; 3-1 KBAPTUNN), MUHUMASIBHOO U MAKCUMaIbHOIro
3Ha4YeHu Ana KONMYeCTBEHHbIX nepemMeHHbIx. [na aHanu-
3a accoumauum Mexagy KonmyecTBEeHHbIMU NepeMeHHbIMU
ncnonb3oBanuck TecTbl X2 MNnpcoHa u To4YHbIN TecT duLie-
pa (Mpy MWUHMMASILHOM OXWOAEeMOM 4ucne HabMoaeHU
B Tabnuue conpskeHHocTM MeHee 5). Npu npoeegeHun
MHOXECTBEHHbIX NoMapHbIX cpaBHeHUn post hoc ANa KoH-
Tpona MHMNALMKM YacToTbl OWMOGOK | poda npuMeHsinach
npouegypa Xonma. Ona OUeHKW MOHOTOHHbLIX U3MEHEHWUN
4acToT ncnonb3osarncs TectT KokpaHa—ApMmutuagxa.

PesynbTatbl

lMpoBedeHHbIN aHann3 o6pasoBaTesibHbIX MporpamMmm
nokasasn Hann4me O4YHbIX, B TOM YMCre O0OKETHBLIX, OYHO-
3a04HbIX U 3204HbIX 06pa3oBaTesbHbIX NporpaMm. OyHble
nporpamMmMbl peanuayoTcs MpenMyLLLeCTBEHHO rocyaap-
CTBEHHbIMU MEeOUUNHCKMMN 1 06pa30BaTefibHbIMU OpraHu-
3aumsamun (FBY3, ®IrbY, ®roy BO u gp.), 3a04HbIE — B OC-
HOBHOM 4acTHbIMW opraHu3aumsmm (00O, 4OV, AHO).
OnuTtenbHOCTb 06yyYeHus cocTaenana ot 18 no 144 4, op-
Hako B 67,5% crny4aeB NpOAOIMKUTENBHOCTb MporpamMmel
coctaBnana 36 4. CtonmocTb 06pa3oBaTefibHbIX BHEGHOA-
XeTHbIX nporpamm Bapbuposana ot 900 fo 54 Teic. py6.
W He 3aBucena oT NPOAOIKUTENBHOCTU 0BYYEeHUS.

KOHTUHreHT 06y4atoLmnxcs, BKIOYEHHbIX B 06pa3oBa-
TenbHble MporpamMmsbl, COCTaBNANM BCerga Bpayn-gepmMmaro-
BeHepornoru. B otaenbHbIx NporpammMax, B paMmkax KoTopbIxX
Takxe 3atparmeanucb BOMPOChbl AepPMaTOOHKONOMMK, KOH-
TUHFEHT cryliaTenen 3Ha4Mmo pacLumpsancs, B TOM Yucne
3a cYeT Bpayen cnegyoLwmx cneumanbHOCTEN: akyLLepCcTBO
W MMHEKONOrns, aHecTe3nonorusa-peaHnMaTonorms, 6akre-
puonorus, BUpyconorusl, repyatpusi, AeTckas OHKOMOorus,
JeTckas yponornsg-aHaponorus, getckasa Xvpyprusi, MHgeK-
LUMOHHbIe 60NEe3HN, KMHUYeckas naéopaTopHas auarHo-
CTUKA, KOCMETOSIorns, MeduKO-coupmanbHas 3Kcneptusa,
HEBPONOrus, HeMpoxmpyprus, obLias spadebHas npakTu-
ka (cemenHas MeguumHa), opraHv3auusi 3gpaBooXpaHe-
HUS U O6LLECTBEHHOE 3[40POBbE, OTOPUHOMAPUHIONOrus,
oTanbMonorusa, natoniorndeckas aHatoMus, neguaTpus,
neguatpusa (mocne cneuynanuTeTa), nNnacTuyeckas xXupyp-
rvsa, ncuxuatpusa, ncuxotepanus, paguonorus, paguo-
Tepanusi, peHTreHosnorusa, ctomaTonornsa getckas, ctoma-
TONormsa obLLern NPakTUK1, CTOMaTonormsa obLLern NpakTuKu
(mocne cneumanuTeTa), CTOMaToNIOrNa XMpypruyeckas, Te-
panus, TpaHcKy3nonorns, ynsTpasBykoBas AMarHOCTUKA,
yponorus, ousmnoTtepanus, PyHKUMOHANbHAasA AnarHocTmKa,
XUPYPrus, YeNCTHO-NULEeBas XUPyprus, 3HOOCKONUS, anu-
nemMuonorus.

lMpoxoxpaeHne psiga NporpaMm MOBbILLEHUS KBanu-
mkaumm (B YactHocTu: «[epmartockonus online», «[Oep-
mMaTockonusa», «[uarHoctvka u neyeHue HoBoob6pasoBa-
HUA KOXW») BO3MOXHO MOcfe crneuuanureta (nevebHoe
0eno v neguartpus), YTO NO3BOSIAET NPUBIEYb K 06y4EeHMIO
Bpa4en-opamMHaTopoB (Mpu MpenocTaBfieHUN OOKYMeEHTa
0 NepPBUYHONM akkpeauTaumm).

Mo pesynbTaTam aHanu3a TakXe 6bl10 YCTaHOBMEHO,
4YTO, HECMOTPS Ha pasHoobpasve BapuaHTOB OO6Yy4eHUs
Mo KONMMYECTBY 4acoB, (POPME U KOHTUHIEHTY cryLuatenen,
Ka4yecTBO 0OY4YeHUs1 OCTaeTCs HU3KUM, OCOBEHHO Ans 3a-
OYHbIX O6pasoBaTefbHbIX NporpamMMm, cofepXaHue KOTo-
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pbIX hopMasnibHO MOXET He COOTBETCTBOBATL 3asiBIIEHHOMY
onucanuio Ha noptane HM®O.

B obuieM KOHTUHreHTe pecrnoHpeHToB (402 Bpaya)
Bpa4un-gepmaroBeHeponorn coctasunu 356 (88,6%) qe-
noeek, U3 Hux: 87,6% — >XeHwwuHbl; 85,8% paboTtaiT
B OopraHu3auuax rocygapcTBeHHOW CUCTEMbI 3[4paBOOX-
paHeHus; 90% He MMenu Hay4dHoW cTerneHu, paboTaioT
B creumanbHoOCTK B cpegHemM 16,5 roga.

OkaszaHne MeaMUMHCKOW MOMOLUM B OpraHu3auusx,
B KOTOpbLIX paboTanu pecrnoHOeHTbl, OCYLLEeCTBNANOCh
no npodunio «aepmaroBeHeponorusi» B 95% cny4yaes,
a no npodunio «kocmetonorus» — B 60,4%.

B npepenax MockBbl n MockoBckon o6nactu 6bi110
onpoweHo 12,7% pecnoHOeHToB, U3 [APYrnx pervoHos
cTpaHbl — 87,3%.

PecrioHOeHTbl Takxe umenu rnpaso okasbiBaTb Meau-
LIMHCKYIO MOMOLLIb MO CneayoLwmnM creumanbHOCTSAM: KOc-
metonorus — 10,4%; obLecTBeHHOe 300POBbE U 34pPaBO-
oxpaHeHue — 8,7%; Tepanus — 8%; oHKonorna — 4%.

YcTaHOBMEHO, YTO MO MporpamMmmam MoBbILLEHUs KBa-
nMdukaumm no fepmaTtockonuu n no uuknam no gepma-
TOOHKONOrnn 06ydeHne npoxoaunn COOTBETCTBEHHO 66,7
n 45,5% pecnoHgeHToB. Hanbonee yacto (B 42,3% cnyya-
eB) 06y4eHne OCyLLeCTBIANOCh Ha 6a3e 06pa3oBaTefibHO-
ro ueHTpa (kadenpbl) Npy rocyfapcTBEHHOM opraHmM3aumm,
Takxe oHnamnH: B 29,1% crny4aes — pPOCCUNCKUMU CreLm-
anuctamu, B 1,7% — MHOCTPaHHbLIMMU.

PeanbHasa OnuTeNbHOCTb UMKNA MOBbILIEHWUA KBanu-
cmkaumm coctasuna go 36 4y 21,6% Bpadent, oo 72 4 —
y 18,7%, npu 3TOM MeHee 6 4 noTpaTunn Ha oby4veHue
19,2% pecnongeHTos (Tabn. 1, 2).

06cyxpeHue

BonbLlmHcTBO cneunannctos — 295 (73,4%) — cuuTa-
10T 3HaHWS, NOSIy4YEHHbIE BO BPEMS 06yYEeHUs, HeoCTaTou-
HbIMW NS NONIHOLIEHHOW paboThbl C 4EPMAaTOCKOMOM.

Jdonsi pecnoHOEeHTOB, OLEHUBLUUX MOfyYeHHble 3Ha-
HUA MO OepMaToCKOMMM Kak JocTaToyHble, Oblia cTtatu-
CTUYECKU 3HAYMMO BblILLE Ccpeay NPOXOAMBLLUX KYPC O4YHO
WUAN OYHO C NPUMEHEHWEM AUCTaHUMOHHbIX o6pa3oBa-
TernbHbIX TEXHOMOMMM MO CPABHEHUIO C TEMU, KTO MPOXO-
Onn Kypc oHnamnH (cootBeTcTBEHHO p = 0,04 1 p = 0,185)
(cm. Taébn. 1, 2).

Bbina BbisiBNeHa MOHOTOHHAA TeHAEHUMS K yBenuye-
HWIO [ONN PECNOHOEHTOB, OLIEHMBLUMX MOSyYEeHHble 3Have-
HUS NO OepMaToCKOMUU Kak JOCTaTo4Hble, Npu yBenuye-
HWUW BAMTENbHOCTU 06y4eHmns (p < 0,001).

MNpn aHanuse BapuaHToB 06y4eHus 84,6% cneunanu-
CTOB OTMETUMN, YTO UM HEOBXOAMMO 06yYeHME Kak Ha «ba-
30BOM», TaK U «NPOABUHYTOM» Kypcax, Npu 3ToM B 56,7%
cnyyaeB pecrnoHOEeHTbl CoYNM HEOOXOAMMbIM NPoBeaeHne
NoBbILLEHWNS KBanudukauum no BonpocamM aepmMaTockonuu
ofvH pa3s B Tpu roaa, 30,3% — kaxnaple NATb neT.

[NoBbiWeHVe KBanuduKaumMm no O4epMaToCcKonun cTa-
TUCTUYECKN 3HAYMMO 4Yalle MpoxXoaun pPecrnoHOeHThI,
BbIMONHSAKOLWME NPU OKasaHuM MeauLMHCKON NOMOLLM
ponb Bpada-gepmaroBeHeponora (p < 0,001), Bpada-koc-
meTonora (p < 0,001), BbINONHEHWE PONM BpaYa-oOHKoora
6b1510 aCCOLMNPOBAHO C MEHbLUEN YaCTOTOM MPOXOXAEHUS
KYPCOB MOBbILLEHUS KBanuukaumm no gepmaTockonuu
(p < 0,001) (tabn. 3).

CornacHo nony4eHHbIM pesynbratam, y 46,5% pe-
CMOHAEHTOB MMEETCs HeOOXOAMMOCTb B AOMNOSIHUTENBHOM
MU3Y4EHUN ONarHOCTUKU 310Ka4YeCcTBEeHHbIX HOBOOOpa3oBa-
HUM KOXW; ¥ 17,9% — OMarHOCTUKM 3a60NeBaHUN KOXWU;
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Tabnuua 1. Cnocob NpoxoxagHNs 00pa3oBaTebHbIX NPOrpaMM no AepMatockonui, 11 (%) (YMCN0 OLEHMBLUNX 3HAHUS KaK [OCTATO4HbIE / 0OLLEE YMCNO MPOLLEALIMX 06y4eHNE

KOHKPETHbIM CNOCOBOM)

Table 1. Method of completing educational programs on dermatoscopy, 7 (%) (the number of those who assessed knowledge as sufficient / the total number of those who completed

training in a specific way)

Cnoco6 npoxoXpeHus 06pa3oBaTenbHOM NPorpammbl

. . Teopns — oHNaitH, p
04Ho Onnaitn 04HO C NPMMEHEHUEM [IMCTaHLMOHHbIX 06pa30BaTENbHbIX TEXHOMOTHil e T
61/148 (412)  20/85 (23,5) 17/40 (42,5) 1/8 (12,5) 0,015

Tabnuua 2. [nutensHoCTb 06pa30BaTesbHbIX NPOrpamm Mo [epmarockonui, 11 (%) (YUCN0 OLEHMBLLIMX 3HAHS KaK A0CTATONHbIE / 0OLLEE YN0 NPOLLEALLNX 00y4eHne onpeae-

NEHHOI ANUTENBHOCTY)

Table 2. Duration of completed educational programs in dermatoscopy, 17 (%) (the number of those who have assessed knowledge as sufficient / the total number of those who have

completed training of a certain duration)

[nuTenbHOCTb 06Pa30BaTENbHON NPOrPamMmbl, Y

Menee 6 Ho18 o 24

Ho 36 Lo 72

p
Bonee 72

6/77 (7.,8) 14/57 (24.6) 422 (18.2)

40/87 (46)

35/75 (46,7) 3/4 (75) <0,001

Tabnuuia 3. Ponb npy 0ka3aHni MeauLMHEKoi nomotw, 71 (%) (YMCno NpoLLEALIX 06y4eHKe N0 1epMaToCKONN / KONM4ECTBO PECMIOHAEHTOB N0 ONPeAENeHHON CneLnanbHoCTH)
Table 3. Role in providing medical care, 1 (%) (number of trained dermatoscopists / number of respondents in a particular specialty)

Ponb npu 0Ka3aHnu MeAULMHCKOI NOMOLLM He BbinonksioT BbinonusioT p
Bpay-nepmaroseneponor 19/46 (41,3) 260/356 (73,0) < 0,001
Bpay-kocmetonor 226/341 (66,3) 53/61 (86,9) < 0,001
ABMUHNUCTPATUBHO-YNpPaBNIEHYeCKUIA NepcoHan 246/361 (68,1) 33/41 (80,5) 0,111
[penopasarens kapeapsbl / 06pa30BaTeIbHONO LEHTpa 259/378 (68,5) 20/24 (83,3) 0,171
Bpay-oHkonor 276/383 (72,1) 3/19 (15,8) < 0,001
Bpay-opanHatop 268/383 (70,0) 11/19 (57,9) 0,309
Hay4HbI paboTHMK 273/394 (69,3) 6/8 (75,0) > 0,999
Bpay-xupypr 276/398 (69,3) 3/4 (75,0) > 0,999
Acnnpaut 277/400 (69,2) 2/2 (100,0) > 0,999

y 9,7% — AnarHoctTuku Jo6pokKayecTBeHHbIX 06pasoBa- NblOTEP C 3NEKTPOHHON MEAMLMHCKOM KapTon 60SfbHOro

HUI KOXM (puc. 1).

PecrnoHOeHTbI, Y KOTOPbIX €CTb JIMYHbIA OEPMaTOCKOM,
CTaTUCTUYECKM 3HA4YMMO Yalle oTMevasnu, 4YTO MOryT UC-
nonb30oBaTb TOMbKO NU4YHbIA Aepmartockon (p < 0,001),
a TakXe WCMonb30oBasniv ero npu nepBUYHON KOHCYNbTa-
uun Ons ocMoTpa MesiKMX 06pa3oBaHun KOXW U HOBOOO-
pasoBaHWiA HE3aBMCMMO OT XapakTepa >Xanob naumeHTta
(p = 0,001) 1 Kak nNpy NepBUYHBIX, TaK N MPU NMOBTOPHbIX
KOHCynbTauusx (p = 0,046).

OpHOBPEMEHHO pPECnoOHAEHTbl AaHHOW rpynnbl CTa-
TUCTMYECKN 3HAYMMO 4Yallle MCMoNb3oBann AepmMaTockon
01 OCMOTpa HOITEBOrO JloXKa WM HOMTEBbIX MIACTUHOK
(p = 0,03), ans nccnegosaHWs B TPYOHOLOCTYMHbLIX MeCcTax
(p = 0,01) n uccnenoBaHMa KOXHBLIX MOKPOBOB Ha WUHTUM-
HbIX y4acTkax (p < 0,001) (Tabn. 4, puc. 2).

OTmenbHO 6biNMM  MPOAHANU3NPOBaHbI OCOBEHHOCTU
npoeefeHns oToduKcaumMm [epMaTOCKONMUYECKUX U30-
6paxeHuin. YcTaHOBNEHO, YTO hoTohMKcaumio npu gepma-
TOCKOMUM NpoBoaaT Tonbko 40,3% Bpayen-cneLmannucTos.
Mpu atom 64,7% pecnoHOEeHTOB OTMETUN, YTO MepeHoC
n306paxeHnss ¢ potoannapara Ha MepcoHasbHbIA KOM-

B BecTHUK gepmaTonorumn n BeHeponorun. 2025;101(4):55-64
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He npefycMOTpeH, LieHTpanM3oBaHHoe XpaHeHne n3obpa-
XEHUN B MEOMLMHCKUX OpraHu3aumax He npegycMoTpeHo
1 He nposoauTca (puc. 3).

Takxe noytm B 90% cny4vaeB (344 cneumnanucta;
86,9%) pecrnoHOeHTbl OTMETUNN, YTO He NpefycMoTpeHa
BO3MOXHOCTb MpUKpenfneHua usobpaxeHuin c pepma-
TOCKOMNa K 3NEKTPOHHOW MefMLMHCKOW KapTe 60J1bHO-
ro. Tonbko B 7,6% crny4aeB pecrnoHOeHThbl NoATBepannu,
YTO BbIGOPOYHbIE M306PaAXKEHNS NPUKPENNAIOTCA K SreK-
TPOHHON MefUUMHCKOW KapTe 60fbHOro, COOTBETCTBYIO-
e obasaTenbHble TpeboBaHWA YCTAHOBIEHbI B OTHOLLIE-
HUK 5,6% Bpaden.

Pa6oTa B 4acTHOM MeOMLIMHCKOM opraHusauumn 6bina
CTaTUCTUYECKM 3HAYMMO accoummpoBaHa C yBenuyeHvem
4YacToTbl hoTOohMKCaLMN AepMaToOCKONUYecknx mn3obpa-
XeHun (p = 0,003), Hann4mem BO3MOXHOCTW LEHTPanm30-
BaHHOIO XpaHeHWs Takux nsobpaxeHuii (p = 0,048), 6onee
BbICOKOW 4acTOTOM NPUKPENSEHNs N306paxKeHnin ¢ gepma-
TOCKOMNA K 3NEKTPOHHON MeamumMHcKkon kapTe (p = 0,002).
Mpn 3TOM (PUKCMPOBaNOCH YMEHbLLEHNE 4acToTbl Tpebo-
BaHMs 06f3aTeflbHOro OonucaHusa [epMaToCKONU4eckoro
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Yactota, %

Puc. 1. MoTpebHOCTb B JONOAHUTENBHOM 06Y4YEHMIA MO KOHKPETHBIM pasaenam AepMarockonim

Fig. 1. Need for additional training in specific areas of dermatoscopy

cratyca (p = 0,01). Takxke paboTatoLimMe B HaCTHbIX Me-
OVLIMHCKMX OpraHm3auusax pPecrnoHAeHTbl Yalle oTMedanu,
YTO n306paxeHne MKCMPYeTCs HEMOCPEACTBEHHO C OKY-
napa gepmartockona (p = 0,016) (tabn. 5).

B 47,8% cny4aeB pecnoHAeHTbl COOOLLNAN O HaNKU-
YUK B UX OpraHmsauumm TpeboBaHus No o693aTesibHOMy
onucaHuio [epMaToCKONUYeckoro cratyca HoBoobpa-
30BaHMA B MeOULMHCKOW KapTe 60MbHOro M BbIMWUCKE

‘ Hﬂﬂ ﬂm%%eEeHHMBOBKM HOBOOﬁEaSOBaHMVI KOXW
| | - | | | | " | |
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l Hﬂﬂ chneHdBaHmn‘MenKM‘x BbICHINAHMI HA KOXE ‘

| | | | | | | | | 4$,3

N5 ONYYEHNs AeTaNbHbIX M306PAXEHWIA BbIChINAHNA Ha KOXe
: 39,6 :

| | | | | | | |

- [Ing 0CMOTPa HOrTEBOI0 JI0XKA U HOTTEBbIX MIACTUHOK ‘
y I

I

13,9 | | | | | |

‘ HJ‘IFI VI‘CCJ'IGH(‘)BaHMﬂ‘KO)KHb‘IX MOKPOBOB B MHTUMHBIX MECTaX
12’7 | | | | | |

‘ Hna TOTANbHOrO KapTUPOBAHNS Tena f f f
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I
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I LnA nccne OBaHWiI‘B prﬂ‘HOAOC'I"yI'IHbIX‘MeCTa)‘( (C HOIYIOLI.I,biq cneum‘aano@ HaC&,q,KVI)
|
|

nocne KoHcyneTauuu, B 52,2% — 06 OTCYyTCTBUM TakOro
TpeboBaHus.

BaxeH TOT (pakT, 4TO, NO MHEHWUIO Bpa4ven-cneum-
anucToB, BO3BpaLlaTca Ans AuHaMmmyeckoro Haénge-
HUA 3a HoBoOGpa3oBaHUAMU 81% nauMeHToB, NPU 3TOM
68,2% pecnoHOeHTOB OTBETUNW, YTO Bcerga npoBOAsAT
CpaBHeHWe [epMaToCKOMMYecKoW KapTuHbl. [lpyn aTom
CNOXHOCTU MpU  UHTepnpeTauuMM OnNUCaHHOW AOpyrum

893 l

: : 61 ,4: | | | | | | |

YacToTa, %

Puc. 2. Lienn ncnonb3osaHus aepmarockona
Fig. 2. Purposes of using a dermatoscope

T. 101, Ne 4, 2025
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Tabnuua 4. Lienn v yacTota Mcnonb3oBaHns JepMarockona, /7 (%) (Y1Cno pecnoHAEHTOB, UCMONb3YHLLVX AEPMATOCKON AN ONPEAENEHHbIX LENeii / 06LLEE Y11CI0 PECMIOH/IEHTOB,

MMEIOLLIAX IMYHbIRA AW MPEAOCTABNAEMbIA PAOOTOAATENEM [EPMATOCKON)

Table 4. Purposes and frequency of use of a dermatoscope, 17 (%) (number of respondents using a dermatoscope for certain purposes / total number of respondents having

a personal or employer-provided dermatoscope)

Jnynbiit pepmatockon

XapakTepucTtuka p
Het EcTb
C KaKoll Liesbto Bamu YalLe ucrnosnb3yercss JepmaTockon
[uthdhepeHLMpOBKa HOBOOOPA3OBAHMIA KOXN 264/300 (88,0) 95/102 (93,1) 0,147
OundepeHumanbHas AUarHocTKa 3a60eBaHnin KOXu 180/300 (60,0) 67/102 (65,7) 0,308
WccnenoBaHne MeNKMX BbICbINAHUIA Ha KOXE 129/300 (43,0) 45/102 (44,1) 0,844
Mony4eHne fetanbHbIX N306paXKeHNI BbIChINMAHNIA Ha KOXe 114/300 (38,0) 45/102 (44,1) 0,275
0OcMOTp HOFTEBOTO N10XKa W HOFTEeBbIX NNACTMH 105/300 (35,0) 48/102 (47,1) 0,030
WccnenoBaHue B TPYAHOLOCTYMHbIX MeCTax (C MOMOLLbIO CNELNanbHON HacaaKn) 34/300 (11,3) 22/102 (21,6) 0,010
MccnenoBaHns KOXHbIX MOKPOBOB HA MHTUMHbBIX Y4aCTKaX 28/300 (9,3) 23/102 (22,5) < 0,001
ToTanbHoe KapTupoBaHue Tena 34/300 (11,3) 14/102 (13,7) 0,520
Yactora ucronb30BaHns epMaTocKona B X04€ KOHCYIbTaLum
ST A PR 01O U T T OOPORINON o gy esnuzsn) oo
ToNbKO Mpu Hanu4um xanob naunueHTa Ha Hanu4ne HoBoo6Pa3oBaHUi 69/300 (23,0) 18/102 (17,6) 0,257
Kak npn nepBUYHbIX, TaK U NOBTOPHbIX KOHCYNbTALMAX 119/300 (39,7) 52/102 (51,0) 0,046
g)g“c;g?pr;(;gﬁm;bér;Lé)v’:ne:TT(;)CBKgﬁg;Mquro npvema He3aBncKUMo 0T Xanob nawuueHTa 60/300 (20,0) 231102 (22.5) 0,583
[lepmarockon uMeeTca B Hanu4un B KabHeTe Bpaya, HO UCMOMb3YeTcs PeAKo 20/300 (6,7) 6/102 (5,9) 0,781
[lepMaTockonoB 04eHb Mano B OpraHnu3awum, npu He06Xo4MMOCTI NCNOMb3YH 17/300 (5,7) 6/102 (5,9) 0,935
Mory ncnonb30Batb TOMbKO JINYHbIA AEPMATOCKON 1/300 (0,3) 17/102 (16,7) <0,001

BpayoM [epMaTOCKOMUYeCKOM KapTUHbLI HOBOOGpa3oBa-
HUS ucnbiTbiBalOT 58,5% Bpayen-cneumnannctos (puc. 4),
a CIOXHOCTU B ONUCaHMUM [epMaTOCKOMMYECKON KapTUHbI
nayueHta — 80,8%.

C Heo6XOQUMOCTbIO 3HaHUSA cheuuanbHoOn Tep-
MUHONOrMN [epMaToCKONMYeCcKnX MNpU3HaKoB corna-
cunuce 95% pecnoHaeHToB; npu 3TtoM 374 (93,5%)
yenoseka OTMeTUNM Heo6XoANMOCTbL efUHON fepmaTo-
CKOMNYECKON TEPMUHOSOMMN Ha pycckoM A3bike; 80,8%
cneunanncToB COrMacuincb ¢ TemM, YTO OHW WUCNbIThbI-
BAKT CMIOXHOCTWN NpU ONMcaHnn [epmaToCcKonu4ecKomn
KapTuHbl, a 89,1% — 4TO BaXXHO Yyrny6rneHHO n3dy4yaTb
TEPMUHONOTNYECKNE HI0AHChl [epMaToOCKOMUYeCcKnX
npuaHakos (pwuc. 5).

3aknioyenue

AHanus gencTByoLWmMX NPOrpaMM MoBbILLIEHUS KBasnu-
dmkaumm no gepmarockonuu Ha noptane HM®O nokasan,
YTO B HacTosILLiee BPEMS OTCYTCTBYIOT efuHbIe TpeboBaHuA
K OOMOMHUTENbLHON NpodeccuoHansHoM NoAroToBKe Mo BO-
npocam AepmaTockonuu.

OcHoBbI 4EpMaTOCKONMM BKITHOYEHbI B NPOrpamMMbl op-
OVHaTypbl MpU NOAroTOBKE NPOMUIILHLIX CNeumManmcToB.
OpHako MNomnyYeHHbIX Taknm 06pa3oM 3HaHUIW, YMEHWN

B BecTHUK gepmaTonorumn n BeHeponorun. 2025;101(4):55-64
B Vestnik Dermatologii i Venerologii. 2025;101(4):55-64

M HaBbIKOB OKasblBAeTCA HELOCTATO4MHO ANA npakTude-
CKOW [eATenbHOCTH, B CBA3N C 4YeM Bpa4u-crneumnanucbl
NPOXoAAT AornosiHUTeNnsHoe obyyeHue no sorpocam Aaep-
MaTockonuu. pyn 3ToM faxke nocne MpoxXoXAeHWs yka-
3aHHbIX 06pasoBaTenbHbIX NporpaMm 73,4% ONpoLLEHHbIX
COOOLLMNN O HefjocTaTKe 3HaHWIN, MONYYEHHbIX BO BpeMs
06y4eHus, AN NOMHOLEHHOW paboThl C 4epMaTOCKOMOM.

Takum o6pasomMm, TpebyeTcs peueH3MpoBaHWe Ha-
NOMHEeHWS NporpamMM, pa3meLLeHHbIX Ha noptane HM®O,
B MNepByl0 o4epedb C 3a04HbIMU hopMamMm 0b6yYeHus.
OpHoBpemeHHO TpebyeTcs co3gaHve NpUMMEpPHOW TUMo-
BOW MporpamMmbl NPOAOIHKUTENLHOCTLIO HE MeHee 36 Y
no BonpocamM [epmMaToCKONUU U OCBeLLEHUs BOMPOCOB
HOBOOOPa30BaHMWI KOXM M NOAKOXHOMN KeT4yaTkn (04HON
WM O4YHOM C AUCTaHUMOHHBLIMU 06pa3oBaTesibHbIMU TeX-
HOMOrnAMM).

®doTodmKcaumio  npu  AepmartockonuuM  MpoBOAUT
MeHbLLE MOMOBMHbI OMPOLLUEHHBLIX Bpayein-crneymanncTos,
npu 3ToMm 64,7% pecrnoHOEeHTOB COO6LLA0T, YTO NepeHoc
n3o6paxeHuns ¢ hoToannapara He NpPedycMoTPeH U XxpaHe-
HWe (HOTOCHUMKOB He NPOBOANTCA.

CroXHOCTU NpY MHTeprpeTaumMn OMMCaHHOW ApYyrum
Bpa4oM [1lepMaToCKOMNMYECKOM KapTrHbI HOBOOGPA30BaHWA
MCNbITLIBAKOT 6OMbLUE MOMOBUHBLI PECTIOHAEHTOB, a CroX-

Vol. 101, Iss. 4, 2025
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Yactora, %

Puc. 3. cnonb3oBarue (oTodukcaumin npy NPOBEAEHAN 1ePMATOCKONUM
Fig. 3. Use of photofixation in dermatoscopy

CNnoXHOCTM BO3HWKAIOT 4aCTO, CMELNanucThbl UCNONb3YIT Pa3Hy0 TEPMUHOJIOTNIO

Bo3HMKaloT pesko
2 7 | | | | |

Bcerna BCE NOHSATHO
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YactoTa, %

Puc. 4. CnoXHOCTY MHTEpRPeTaLyi AEPMATOCKOMNYECKIAX M300PaXeHNI
Fig. 4. Difficulties in interpreting dermatoscopic images

Tabnmua 5. 0693aTebHOCTb (hOTOMUKCALM B MEAVLIMHCKOI 0prannaaLy, 1 (%) (Y1CH0 PecrioHAEHTOB, KOTOPbIE MCTIONb3YHOT (hOTOMUKCALIAI / 00LLEE YNCTIO PECTIOHAGHTOB 13

0NPeaeneHHo MeaULIMHCKON OpraHu3alimin)

Table 5. Mandatory photo recording in the clinic, 7 (%) (the number of respondents who use photofixation / the total number of respondents from a certain medical

organization)

CucTema 3apaBoOXpaHEHUs

XapakTepuctuka p
YacTHas locypapcTBeHHas/MyHULMNanbHas

®oTohukcauns npu AepmMatocKkonum 27/44 (61,4) 135/358 (37,7) 0,003
LleHTpann3oBaHHOe XpaHeHne N306paxxeHuil ¢ fepmatockona
B MEULMHCKOI OpraHi3aLui 15/44 (34,1) 75/358 (20,9) 0,048
TpeboBaHue K 0653aTeNbHOMY ONMCAHNIO AEPMATOCKOMUYECKOr0 13/44 (29.5) 179/358 (50,0) 0,010
cTaryca
N306paxkeHne omkcnpyeTcs HeMoCpeACTBEHHO C 0Kynspa
Jaepmartockona (6e3 ncnosib30BaHNS AOMNONHUTENbHbIX YCTPOMCTB 10/44 (22,7) 37/358 (10,3) 0,016

n ﬂepeXOﬂ,HVIKOB)

HOCTW B ONMCaHUUN JePMaTOCKONNYECKOWM KapTWHbI NaLMeH-
Ta — 6onee 80%.

Taknm obpa3oMm, TpebyeTca co3fhaHue MeToaunye-
CKOro LieHTpa no Bompocam JepmMartockonuu Ha 6ase

T. 101, Ne 4, 2025

Kadeppbl rocyfapCTBEHHOro 06pa30BaTeNbHOro Yu-
pexXneHus, peanun3ayoLero nporpamMMbl Nociequnsiom-
HOM MOArOTOBKM 3aMHTEPEecOoBaHHbLIX Bpavein-crneum-
anuctoB. Llenecoo6pasHo coagaHue Takoro LeHTpa

BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(4):55-64 W
Vestnik Dermatologii i Venerologii. 2025;101(4):55-64 W
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CNoXHOCTH HanucaHus
AEpPMaToNoru4eckoi KapTHHbI

H Hetr m [la B Het

Puc. 5. HeobxoaumocTb pa3paboTky eANHOM TEPMUHONMOMAW Ha PYCCKOM S3bIKE, %
Fig. 5. The need to develop a unified terminology in Russian, %

Ha 6a3e Kadeapbl fepMaToOBEHEPONOrMn N KOCMETONO-
rum PMAHMO.

OLHOBPEMEHHO B CBA3U C U3MEHEHUSMWN 3aKOHOAA-
TenbcTBa Poccurickon depepaunn TpebyoTca pa3paboT-
Ka 1 BHepeHne TUMNOBOK NMPUMEpPHOM NporpaMmbl No BO-
npocam gepmaTtockonuu B o6beme He MeHee 36 4 [10].

Heo6xoanumocTb yriny6neHHOro U3y4eHus
TEPMMHONOrNYECKUX HIOAHCOB

15/

463

Heo6xoaumocTb equHoi
AEpPMaTOCKONUYECKON TEPMUHONOMMK

\?

u [la H Hert, MHe 1 TaK BCe NOHATHO

H [la, eanHas TepMUHONOrMS Heobxoamma

Kpome Toro, Heobxoguma paspaboTka yHUULMPO-
BaHHOIO MPOTOKONA AepMaToCKOMMYECKOro 3aKioHeHns —
KakK NepBMYHOrO OepMaTOCKOMMYECKOro 3aKmioYeHus, Tak
1 MPOTOKONa ANHAMNYECKOrO KOHTPOSS.

OtgenbHoro aHanusa TpebyeT ucnosnb3lyemas Tepmu-
HOMorMs Mo Aepmarockonuu Ha pycckom sizbike. [l
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PYAHOCTH AUATHOCTUKH BYABIAPHOU IY3BIPYATKH

© Paxmarynuia M.P." Mexauesa E.C.", Té B.J1.>*

'TocynapCTBEHHbIA Hay4HbIV LIEHTP AEPMATOBEHEPONOrM 1 KocmeTonorun, Mocksa, Poccus
2Poccuiickast MeaULIMHCKAs akafemMus HempepbIBHOMO NpotheccuoHanbHoro 0bpasosaniisg, Mocksa, Poccus

BynbrapHas ny3bipyaTka — peko BCTpevaroLleecs, NoTeHLMansHO CMepPTENbHOE ayTOMMMYHHOE
3abosieBaHme, KOTOPOE XapaKTepuayeTcsa 06pa3oBaHMEM BHYTPUANMAepMaribHbIX My3bIpen N 06LLUMPHBIX
3P03MI Ha KOXE W CNM3UCTbIX 0605104Kax. HeCcMOTps Ha 3HAYUTENbHbIE JOCTUXEHNSA B N3y4EeHUN
naToreHesa v Ne4eHnn BynbrapHom ny3bip4aTku, QUarHoOCTMKa 3TOro 3aboneBaHus No-nNpexxXHemy
BbI3blBAET TPYAHOCTU. CNOXHOCTL paHHen AMarHoCTUKN Bynne3HbIX 4epMaTo30B, B HaCTHOCTM
BYbrapHow ny3bipyaTku, 06yCnoBneHa HecneunUYHOCTbI0 HavanbHbIX KMMHUYECKNX NPOSBAEHWUIA.
[MepBUYHOE NOpaXKeHne CrM3nCcTon 060104KM NONOCTK pTa (3p03un, apToNOLOOHbIE ANEMEHTDI)

4acTo NPUBOANT K OLLMOOYHOM MHTEpNpeTaLnm CMMNTOMOB 1 NO34HeN aunarHocTtuke. MNpobnema
ycyryénsietcs He[oCcTaTo4HOM HACTOPOXEHHOCTBIO Bpayewn nepBMYHOro 3seHa (ctomaronoros, JIOP-
Bpayen, TepaneBToB) B OTHOLLEHUN AaHHOW naTtonornn. CtaTes NOCBALLEHA TPYOHOCTAM ANArHOCTMKM
BYNbrapHom ny3sblp4yaTku. OnncaH KIMHUYECKUI cnyyam nauneHTKn, y KoTopon 3abonesaHune
0eboTMpPOoBaso C NOSABNEHUSA HECNEeUNNYECKIMX BbICbINAHUI HA CIM3NCTON 060N04KE POTOBOW NOSIOCTH,
B CBfI3M C YEM B TEHYEHME ANUTENBHOIO BPEMEHWN BEPHbIV ONArHO3 He 6blf yCTaHOBMEH. Ha ocHoBaHMK
pe3ynbTaToB LUTONIOMMHYECKOr0 UCCIIEA0BaHNA MA3KOB-0TNEYaTKoB, NOMYyYEeHHbIX C MOBEPXHOCTH
CBEXMX 3P03U1IA BPa4OM-OHKOSIOrOM, OblfT MOCTaBEH ANarHo3 «pak HkHeln ryésl N2NxMx», npoBegeHa
nyyeBast Tepanus, YTO MPUBENO K YXYALLIEHUNIO TedeHns 3aboneBaHus. B ctatbe paccMOTpeHbI
BO3MOXHbIE NMPUYMNHBI AUArHOCTUHECKNX OLLUNBOOK.

Knto4yeBble cnoea: ByJibrapHasi ny3blpyYaTka; KJIMHU4YEeCKUN clly4an; AUarHoCTUKa; akaHTOJIMTUYECKME KITIeTKU

KOHMNUKT MHTEPECOB: aBTOPbI AeKNapupytoT OTCYTCTBME SBHbIX U MOTEHLMaNbHbIX KOH(DIIMKTOB MHTEPECOB,
CBfI3aHHbIX C Ny6nnkaumen HacTosiLLen ctaTbi.

NCTOYHUK (hUHAHCUPOBAHMS: pyKkonUCh NOArOTOBEHA U ONY6NIMKOBaHa 3a CHeT (PMHAHCUPOBAHUS MO MECTY
paboThbl aBTOPOB.

Cornacve naumeHTa: nayveHTka fO6POBONLHO Nognvcana MHpopMUpPOBaHHOE cornacue Ha nyénukaumio
nepcoHansHoOM MegMLMHCKON nHdopMaLmm B 06e3nnyeHHon hopmMe B XypHane «BecTHUK gepmaTonoruu
W BEHEpPOormm».

Onsa untupoBaHus: PaxmaTtynuHa M.P., MexaneBa E.C., Té B.J1. TpyAHOCTU AUarHoCTUKK BYSbrapHoOi
nysbipyatkn. BecTHuk gepmartonorum n seHeponoruun. 2025;101(4):65-73. doi: https://doi.org/10.25208/vdv16881
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D ifficulties in diagnosing pemphigus vulgaris

© Margarita R. Rakhmatulina’, Egana S. Mehdieva', Viktoria L. Te**

' State Research Center of Dermatovenereology and Cosmetology, Moscow, Russia
2Russian Medical Academy of Continuous Professional Education, Moscow, Russia

Vulgar pemphigus is a rare, potentially fatal autoimmune disease characterized by formation of
intraepidermal blisters and extensive erosions on the skin and mucous membranes. Despite significant
advances in investigation of the pathogenesis and treatment of pemphigus vulgaris, the diagnosis of

this disease remains challenging. The difficulty in early diagnosis of bullous dermatoses, particularly
pemphigus vulgaris, is due to the non-specific nature of the initial clinical manifestations. The typical
primary lesion of the oral mucosa (erosions, aphtha-like elements) often leads to misinterpretation of the
symptoms and delayed diagnosis. The problem is exacerbated by the lack of awareness among primary
care physicians (dentists, otolaryngologists, and general practitioners) about this condition. The paper
focuses on the difficulties in diagnosing pemphigus vulgaris. A case narrative described a patient whose
disease began with nonspecific rash on the oral mucosa which made it difficult to make an accurate
diagnosis for a long time. Based on the results of a cytological examination of smears from the surface of
new erosions, the oncologist diagnosed “N2NxMx cancer of the lower lip” and performed radiation therapy,
which aggravated the disease. The paper discusses possible causes of diagnostic errors.

Keywords: pemphigus vulgaris; clinical case; diagnosis; acantholytic cells
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M AxtyanbHocTb

BynbrapHas nysblpyatka — pefkoe ayTOMMMYHHOe
3abornesaHne, XapakTtepusywlleecs BblpaboTKoM ay-
ToaHTuTen IgG Kk 6enkam KNeTo4YHbIX MemMbpaH kepaTu-
HOLUWTOB, YTO MPUBOAMT K akaHTONMM3y U 06pas3oBaHuio
BHYTPMANMAEPMasibHbIX My3blpell M 3pO3MIA Ha KOXe
W cnm3ucTbix obonodkax. B Mockee B 2019 r. 6611 3ape-
ructpuposaH 161 cnyyan nysbipyatku, B 2020 r. — 194,
B 2021 r. — 202 cnyyas, T.e. C KaXabIM FOAOM HYUCIIO CNy-
YyaeB 3aboneBaHua HenpepbiBHO pacteT [1]. HecmoTtpsa
Ha BO3MOXHOCTU AMarHOoCTUYECKUX MEeTOAOB MCCrefo-
BaHuA, AMarHoCcTnKa BynbrapHom ny3blp4yaTkn, 0CO6EeHHO
Ha paHHUX cTaansax 3aboneBaHnsi, 0CTaeTCs CII0XHON 3a-
faven, 4YTo NPMBOAMUT K HECBOEBPEMEHHOMY Ha4arny afek-
BaTHOrO NieYeHuns.

Cnunauctas o60504Kka nonoctTn pra sBnsSeTcs Hambo-
nee pacnpocTpaHeHHON fnokanusauuen B geboTte 3aborne-
BaHus. C 1950 no 2001 r. ymicno cny4aeB Havana 3aborne-
BaHMWA C BbICbINaHWU Ha CAN3UCTOM 060NOYKE MONOCTU pTa
BO3pocno ¢ 62 0o 85% [2]. Ha cerogHsALWHMI OeHb nopaxe-
HVe CIU3UCTON 060MOYKN pTa AMarHocTpyeTcs NPUMepPHO
y 9 13 10 naumeHToB C BynbrapHom nyabipyaTkon [3].

[Ona noateepxpaeHnss guarHosa, COrnacHo KivHu4e-
CKMM pekoMeHpaumsam Poccuinckoro obLiectsa gepmaro-
BEHEPOSIOroB 1 KOCMETONOroB, NauneHTam ¢ nofo3peHnem
Ha ny3bIpyaTKy MPOBOAAT LMTONOrMYeckoe nccnegosaHne
C Uebl0 BbISIBIEHUSI aKaHTONMTUYECKMX KNETOK B Mas-
Kax-oTrnevyartkax CO [Ha CBEXWX 3pO3ui, a Takxe rmcTo-
noruyeckoe uccregoBaHne ¢ NpUMEHeHeM MEeTOAOB He-
NpsSMON 1 NpsSMOW MMMyHodntoopecueHumn. CylecteyeT
Koppensauma MexXgy KOMMYeCTBEHHbIMW nokasatensamm

Tabnuua 1. OudbdepeHumansHas anarHocTiika BynbrapHoi ny3blpyatku
Table 1. Differential diagnosis of pemphigus vulgaris

467

aKaHTONMUTUYECKNX KIETOK W TAXKECTbH NaTosnorn4ecko-
ro npouecca, 0fHaKo Ha HadvanbHbIX CTagusx 3abornesa-
HUS, a Takxke Npu aTtUnuUyHbIX opMax Te4YeHUs akaHTo-
NIUTUYECKUE KNETKU MNpU NPOBEAEHUN LIMTONOrMYEeCcKoro
nccnefoBaHna MoryT He obHapyXusaTtbesi, YTO TpebyeT
NPUMEHEHUS AOMOSNHUTENBHBIX AMAarHOCTUYECKUX METOA0B
Ona BepuduvKauumn guarHosa. AKaHTONM3 TakXe MOXeT
Hab6nogaTbca npu 6onesHn Xennu—Xewmnu, HacnegcTBeH-
HOM 3abonesaHun, BbI3BaHHOM MyTauuel B reHe ATP2CT.
Kpome TOro, akaHTonMTU4YeCKUe KIETKU MHOrga BbISIBNS-
I0TCS MPU TPaAH3UTOPHOM aKaHTONMUTUYECKOM [fepmarose
(6onesHu poeepa), napaHeonacTUHECKON My3bipyaTke,
accoummpoBsaHHon ¢ numdonponudepaTnBHbIMKN 3a6orne-
BaHWAMU, a Takxe npu gpyrux 6ynnesHsix 3abonesaHuax
(tabn. 1). B pegknx cnyvasx akaHTonmM3 MOXeT ObiTb 06Ha-
pYy>XeH BCNefCcTBMEe TEXHUYECKUX MOrpeLlHoCcTen npu B3s-
MM nnu obpaboTtke 6uoncuiHoro marepvana [4]. Oud-
hepeHumansHas guarHocTuka TpebyeT rmcTonorMyeckoro
M UMMYHOMMCTOXMMUYECKOrO MCCefoBaHns A1 TOYHOW
BepumKaumm 3abonesaHus.

Mo paHHbIM OTeYecTBEHHBLIX uccnepgoBaTenen, npu-
MepHo B 1/3 cnyvaeB ny3bip4aTky Npy NepeMYHOM o6pa-
LEeHMN naumMeHTaM YyCTaHaBNMBalOT HEBEPHbI AMarHos,
YTO B YMUCIe NPOYUX CBUOETENbCTBYET O HELOCTAaTOYHOW
OCBEOMIIEHHOCTN Bpa4vein pasnuyHbIX cneuuansHocTen
0 flaHHOM 3a6onesaHuun [5].

Onucanue cnyyas

MaumneHTka H., 70 net, nocTtynuna B KpyrnocyTo4HbIN
ctauymoHap ®IbY «MHUOK» MwuHagpaBa Poccuu ¢ guna-
FHO30M: «Ny3blpyaTka?».

TpaH3uTOpHbIA

Mapaxeo-nnacTuyeckas

Kputepun Bynbraphas ny3bipyatka bonesub Xennu-Xennu AKaHTONUTUYECKMA fiepMaTo3
ny3blpyaTka
(TpoBepa)
AKaHTONNTUYECKMNE
+++ + ++ +++
KIeTKU
benble Kpyru, TOYKN Monum Hbl bl
ENIbIE KPYrW, TOUKM, 0NIUMOP(HbIE COCYAbI, BeccTpyKTypHbIe 30HbI,
Iepmarockonns 6eno-xentble rno6ynbl, B TOM 4uCIe KNy604KOBbIE, OKDYKEHHIE GEMbIM ODEONOM MonumopdHble cocybl,
KOPKWN, COCYAbl: NMNHElHbIE, CnupanbHble Ha PO30BO- ’ 3p031K, KOPKK
nonMMOPMHbIE COCYAbI
3MeeBuaHbIe 6eecom (hoHe, 3p031K, KOPKK
o Bblpa>KeHHblIiA, HO HEMOMHbIN n bHbIN
BHyTpuanugepmanbHbiii paxe , HO HEmon . L
aKaHTOonM3 no Tuny OyaroBblil aKaHTONKN3, aKaHToNn3
fuctonorms ny3blpb B pe3ynsrare

aKaHToJIn3a

«M10NypPa3pyLEHHON KUPNUYHOI
CTEHbI»

J[CKepaTo3

C UM oLmMTapHoi
MHUAbTPaLMEn

Mpsmas peakuns
MMMYHOGIK0peC-
LeHLn©

OtnoxeHue IgG B 06nacTu
MEXKJIETOYHOW Cy6CTaHLNK
LIMNOBATOrO €04 Ha
[ecMocomMax

CnaboathduHHble 1gG-
ayTOAHTUTENA, UMMYHHbIE
KOMMN/EKCbI, CucTtema
KOMMN/EMEHTA B MEXKJIETOYHOM
NpOCTPaHCTBE

OTtnoxeHus IgM B 30He
6a3anbHON MeMOBpPaHbI 1 B
CTEHKaX COCYA0B COCOYKOBOIO
CNnos fepmbl

OTnoxeHue IgG n C3-
KOMMOHEHTa KOMNJIeMeHTa
Ha NOBEPXHOCTU
KepaTUHOLMTOB, NNHEIHO.
0TN0XEHWE KOMNIIEMEHTa
BL10/1b 30HbI 6a3a1bHON
MemO6paHbl anuaepmunca

[TopaxkeHne Cnn3ncTbIX

+H+

++

Cyb6beKTUBHbIE
oLLyLLeHNs

bonb, XxeHue

3ya, XXeHue, 60Nb

/IHTEHCUBHBIN 3y

Bosb, BbIpaXKeHHbI
anckomopT

Cumntom Hukonbckoro

+H+

+ (86,131 04ara)

++
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M3 aHaMHe3a U3BECTHO, YTO cuyMTaeT cebst 60nbLHOM
¢ peBpans 2024 r., Korga Brnepsble 0OTMETUNA NosBNEHNEe
06UNBHOIO CNIOHOTEYEHMS C MPUMECHIO KpOBKU. 3a Meaun-
LMHCKOM MNOMOLLbI0 He obpaljanacb, CaMOCTOATENbHO
He reyunnacs.

B mapTe 2024 r. B cBA3M C NosiBieHneM 6011 npu npu-
emMe MUY 1 TMoTaHnn, a TakxXe HOCOBOro KpOBOTEHYEHUS
obpaTtunach K Bpady-oTopuvHonapuHronory. bein nocras-
NeH amMarHos «socnaneHne crn3ancTon 060M04K1 NONOCTU
pTa» 1 NpoBefeHo CUMMNTOMATUYECKOE NleYeHne, KoTopoe
He NPUBENO K KIIMHNYECKOMY IPPEKTY.

B anpene 2024 r. nauMeHTKa oTMeTuUNa nosisfieHue
3pO3UMA Ha CNN3NCTON O6O0SOYKE pTa, B CBA3U YeM 06-
patunacb K Bpa4vy-CTOMAaTtosnory, KOTOPbI YyCTaHOBUN
OuarHos «adTo3Hbli cToMaTtuT». Bbina Has3HaveHa Ha-
py>XHasa Tepanusa ¢ NpMMeHeHnem pacTsopa npononuca,
4YTO TakKXe He NpUBEeno K pasBuUTUIO KITUMHUYECKOro ad-
dekTa.

B nione 2024 r. B CBA3M C COXPaHAIOLLMMUCA Xano-
6amMu naumMeHTKa obpaTunacb K Bpady-fepmaToBeHepo-
nory B KOXHO-BEHEpOsiormyeckuii gucnaHcep rno mMecrty
XUTenbCTBa, rae e 6bii NocTaBeH AMarHo3 «KaHauaos
nonocTun pTa» 1 NpoBefeHa NpoTMeBorpMbKosasn Tepanus,
6e3 KNUHN4eckoro addekTa.

B aBsrycte 2024 r. naumeHTKa oTMeTuna nosse-
HWe BbICbINAHUIM Ha KpacHoOW KarmMe ry6, ycuneHue 6onm
npu npuemMe NULLK U rNoTaHUn, B CBA3M C YeM NOBTOPHO
obpaTtunach K Bpady-AepMaTtoBeHeponory, KotopbiM 6bis
nocTtaeneH npegBapuTenbHbIA AUArHo3 «ny3blpyaTka?»
N peKOMeHO0BaHO 06paTUTLCA K Bpavy-OHKOMOry Ans uc-
KIOYeHNs 3110Ka4eCcTBEeHHOro rnpouecca.

B ceHTs6pe 2024 r. nauMeHTKa oTMeTuUNa nosiBfieHne
BbICbINAHUM Ha KOXe nuua, rpyaym n tynosuwia. B cepe-
OnHe ceHTaAbpa 2024 r. KOHCYNbTMpOBaHa BpPayYOM-OH-
KONOroM, KOTOPbIM Ha OCHOBaHUW LMUTONOrMYECcKoro
nccnenoBaHusa Oblfl NOCTaBNEH OMArHO3 «pak HUXHEWN
ry6ol T2NxMx, UMTONOrMYECKN MNOCKOKNETO4YHbIA paK»,
npoeefeHa MecTHasa Tepanus (MHdopmaums 06 UCMosb-
30BaBLUMXCA NeKapCTBEHHbIX MpenapaTax OTCYTCTBYeET),
6e3 apdpekTa.

B ceHTabpe 2024 r. npoBefeHa ANCTAHUMOHHASA KOH-
cyneraumMa C BpavyoM-AepMaTOBEHEPOSIOroM, KOTOpPbIf
nocTasun OuMarHo3 «BynbrapHas nysbipyaTka» U peko-
MeHpoBan NpoBefeHne LMTONOrMYecKoro nccnenosaHus
ONs 06HapY>XeHNs akaHTONUMTUYECKUX KNeToK. Mo pesyrb-
TatamMm nabopaTopHbIX UCCnefoBaHui 6bIv O6HAPYXEHbI
aKaHTONUTU4YeCKMe KIEeTKN, a TakXe aHTuTena K AecMo-
rnevHy-11gG, (110,28 ea/mn npu Hopme < 20).

B Hauyane okTa6psa 2024 r. naumeHTKa NoBTOPHO KOH-
CynbTUpOBaHa BPa4YoOM-OHKONOrOM, KOTOpbIM 6bln ycTa-
HOBNEH npefBapuTenbHbI ANArHO3 «pak HUXHEN ryobl
T2NxMx» u pekoMeHOOBaHO CTauuoHapHOe ne4veHune
y Bpaya-fepMaToBeHeponora c nocnegywoLlen Tepanven
y Bpa4a-oHkorsora.

B okTa6pe 2024 r. nauneHTKa rnony4ana craynoHap-
Hoe nedvenune B [BY3 Pecnybnukn KpbiM «KnnHnyeckui
KOXXHO-BEHEPONOrnyecknuin ancnaHcep» r. Kepuv ¢ gua-
FHO30M «ByfbrapHas rnysblpyarka»: nposefeHa Tepanus
npegHn3onoHom B go3e 50 Mmr/cyT nepoparsibHO, C He-
3Ha4yuTenbHbIM 3dhdekToM. MNaumeHTKa BbinvcaHa ¢ pe-
KOMeHAauusaMn npoaormknUTbL Tepanuio npeaHU30noHOM
B o3e 50 Mr/cyT nepopasnibHO C MOCTEMNEHHbIM CHUXEHU-
eM pgo3bl no 1 Tabnetke 1 pa3/ 7 gHel. NayneHTKa npoBo-
Aunna HasHa4YeHHbIN Kypc Tepanun, OfHaKo npu JoCTUXe-
HUKM cyToYHOM [03bl 30 MM CHUXEHWe [03bl NpekpaTuna.

T. 101, Ne 4, 2025
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lMocne BLINUCKW MaumMeHTKa obpaTunacb K Bpayy-OHKO-
nory, 6bI10 NPOBEAEHO TpexkpaTHOe LMUTONOornyeckoe
nccnefoBaHve, YCTaHOBIEH ANArHo3 «3nokadecTBeHHoe
HoBOOGpa3oBaHue HwxHen ryéel, T2NOMO» n nposefeH
KypcC ny4eBown Tepanuu.

B Hosbpe 2024 r., napannensHO nony4as Tepanuio
y Bpaya-oHkKosnora, nauueHTtka [OMOSIHUTENIbHO MPOKOH-
CynbTUpOBaHa BpayoM-AepMaToOBEHEepPOsioroM, KOTOpbIM
6b111 BHOBb MOCTaBMEH ANArHo3 BYNbrapHon nysbipYaTku
N peKoMeHOoBaHO MNPOAOIKUTL Tepanuito MpefHU30no-
HOM. Takxe MM 6blfia Ha3Ha4eHa NoBTOPHAsA KOHCyIbTa-
LMa Bpadva-oHkKonora Ans YTOYHEHWUs YCTaHOBJIEHHOro
paHee guarHosa «310Ka4ecTBeHHOe HoBOO6pa3oBaHue
HUXHEeW rybbl» ¢ NnpoBefeHUeM rmcTonoruu.

B Honabpe 2024 r. naumeHTka obpatunace B BY3
Pecny6nuku Kpbim «KpbIMCKUIA pecny6riMKaHCKUIA OHKO-
niornyecku KnuHuyecknin gucnavcep nmenn B.M. Ede-
ToBa», rfAe YCTaHOBNEH [MarHo3 «3/10Ka4yecTBeHHoe
HoBooOGpasoBaHue HwxHen ryoel, T2NOMO, 3 cTapgus,
Il KnuHMYeckasa rpynna, NIOCKOKMETOYHbIN pak (Ha oc-
HOBaHWW LMTONOrMYECKOro UCCNefoBaHns)» 1 peKoMeH-
[0BaHO NPOAOIKNUTL Kype Ny4eBor Tepanuu. MNauneHTtke
nposefeHo 20 npouenyp Ny4eBor Tepanuun ¢ yXyaLleHu-
€M CO CTOPOHbI MaTONOrMYeCcKoro npouecca.

B cBa3u ¢ coxpaHsaoLwMMnCA BbICbINaHUAMM NaLneHT-
Ka obpaTunacb K Bpady-AepMaTtoBeHeposory B 4acTHY
KNMHWKY, rae Obin YCTaHOBMEH ANarHo3 «BynbrapHas ny-
3blpyaTka» U PeKOMeHJ0BaHO NOBbLICUTL [O3Y NPEfHN30-
noHa po 50 mr/cyT nepoparsbHO, NauMeHTKa pekoMeH[a-
L1 npuaepxusanacs.

B pekabpe 2024 r. B CBAI3U C CcOXpaHAOLWNMUCS
Xxanobamu naumeHTka obpatunacb B ®IrbY «HUOK»
MwuHsgpasa Poccumn n 6bina rocnvtann3vposaHa B Kpy-
rMOCYTO4YHLIN CTaumoHap.

JloKanbHbIi CTATYC NPYU NOCTYIIEHUN

MaTonorn4yeckui NpoLecc HOCUT PacrnpoCTPaHEHHbIN
XapakTep, NToKanuMayeTcs Ha CNM3ncTon 0605104Ke MosiocTn
pTa, KpacHoM Kavme ryb, Ha KoXe BOSIOCUCTOM 4YacTu ro-
NOBbI, NLA, LWen, TYNOBULLA, BEPXHUX N HXKHUX KOHEYHO-
cTten. Ha cnuancTon o6onovke pta Habno[aTca 3po3vmn
APKO-PO30BOro LBeTa. Ha kpacHon kanme ry6 mmerorcs
NHenHble TpelmnHbl. HuXHAA ryba oTeyHa, HabnogaeTcs
rycroe rHoriHoe otgensemoe (puc. 1). OTmevaeTcsa o6unb-
Hoe cnioHoTe4eHue. Ha Koxe BOMOCUCTON 4YacTu ronoBbl

i
k-5

Puc. 1. OTe4Has HKHAS ry6a, NOKPbITAst FYCTbIM FHOMHBIM OTAENAEMbIM
Fig. 1. Swollen lower lip covered with thick purulent discharge

BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(4):65-73 W
Vestnik Dermatologii i Venerologii. 2025;101(4):65-73 W
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Puc. 2. T1n0THO NpuneraroLLne cepo3HO-reMopparuyeckne KopKu Ha KOXe BOSIOCUCTON YaCTy TOM0BbI: @ — 3aTbl104HasH 00/1aCTb; 6 — TEMEHHast 00/1aCTb; B — JI0OHO-BUCO4HAS

06nactb

Fig. 2. Tightly adhering serous-hemorrhagic crusts on the scalp skin: a— occipital region; 6 — parietal region; 8 — frontotemporal area

Puc. 3. BnaxHble 3po3uin SpKko-po30B0ro LieTa, NOKPbITbIE MHOMOCAOMHBIMN
MIOTHbIMIA FEMOPPArN4ECKUMI KOPKaMiA

Fig. 3. Bright pink wet erosions covered with multilayered dense hemorrhagic
crusts

MMelTCs MMOTHO Mpunerawwmne cepo3Ho-remopparmye-
CKve Kopku (puc. 2). Ha koxe nuvua, npeMmyLLecTBeHHO
B NepuoparnbsHon 06nacTu, ¢ NepexofoM Ha KOXY LUen Ha-
6nt0Jat0TCH BNaXHble 3PO3MBHbIE 04arn NOpaKeHUs ApKo-
pPO30BOro UBETA, MOKPbITbIE MHOrOCMOWHBIMW MAIOTHBIMW

Puc. 4. MHOXECTBEHHbIE BNXHbIE 3p031AM PK0-PO30BOr0 LBETA, MOKPbIThIE
MaCcCvBHbIMY KOpKamin
Fig. 4. Multiple bright pink wet erosions covered with massive crusts

B BecTHuk gepmatosnorumn u eHeposnorun. 2025;101(4):65-73
B Vestnik Dermatologii i Venerologii. 2025;101(4):65-73

remopparvyeckummn Kopkamm (puc. 3). AHanoruyHble no-
paxeHus HaAOMIOOAOTCA Ha KOXEe TYnoBwULLEA, MpeuMmyLle-
CTBEHHO Ha KOXe XMBOTA M MOSACHNYHON 06nacTu, aroguy,
N MEeXbArOAMYHOW CKMagKu, BEPXHUX M HUXKHUX KOHE4YHO-
CTen, MecTamMu Mo nepudepmn BbIChbINaHUA UMEIKTCA 06-
pbiBKM anuTenus (puc. 4, 5). OTMe4atoTCqd CUMMETPUYHbIE
OTEKM CTOM M rofieHen [0 YPOBHS KONEHHOro cycTaBsa.

Pe3yrnbratel 1ab0paTopHbIX UCCIIEL0BAHNI

Pe3ynbTaTbl rMCTONOrMYECKOro uccrepoBaHus.
MokpbIwKa ny3blps OTCYTCTBYET, OHO NPeAcTaBlieHo ps-
OOM 6a3anbHbIX KNETOK, AMCCOLMMPOBAHHbBIX MeXay CO-
601, TakXe Ha OTAenbHbIX y4YacTkax BWOHbl CBOGOAHO
nexawiue akaHTONMUTUYECKUE KIeTKU, He CBA3aHHble
C 3NuMaepMuUCoM, fepMa oTedHa, HabngaeTca numdoun-
TapHbIN MHUNBETPAT C MPMMECHI0 303UHOGUIIOB (puUC. 6).
Mpu NnpoBefeHnn ccrnenoBaHns NPAMON peakunun Mmy-
HodnyopecueHuun (NPUD) ¢ antutenamm K IgG, IgA, IgM
B 6uonTarte BUOUMO HemnopaKeHHOW KOXu HabnopgaeTcs
cnabas n ymepeHHas dukcauma IgG B MEXKNeTOYHbIX
NPOMEeXYTKax BCeX CNoes anngepmMuca (B BUAE «CETKN»),
3Ha4mmonm akcnpeccuu IgA n IgM He o6Hapy>xeHo (puc. 7).

Pe3ynbtatbl 06Lero aHanm3a Kposwu. pu nocty-
nneHnn: nenkoumnTbl — 9,47 TbiC/MKI; MM ouUnNTbl — 7%;
MOHOUUTbI — 1%; cerMeHTosiAepHble HeUTpodUsbl —
88%. B npouecce neyeHUs oTMeYanocb CHUXeHue 06-
Lero 4ymcna nemkoumToB U poCT OTHOCUTENbHOMO YPOB-

Puc. 5. 06LUMPHbIE BNAXHbIE 3p03NIA HA KOXE NOSCHUYHOIA 0611aCTI, MEXBATO-
QIN4HOV CKNAAKK
Fig. 5. Extensive wet erosions on the skin of the lumbar and intergluteal areas

Vol. 101, Iss. 4, 2025
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Puc. 6. TucTonornyeckoe nccneaoBaxine 6uontara Koxi (OKpacka remarokcun-
HOM 11 3031HOM, x 100)

Fig. 6. Histological examination of a skin biopsy (hematoxylin and eosin staining,
magnification x 100)

HSl NMUMOLIUTOB C YMEHbLLUEHWEM 4ucna HeUTpodunos
(nenkoumnTbl — 7,35 Thic./MKN; numdouunTel — 23%; cer-
MeHTosidepHble HenTpodunel — 70%). pn Bbinucke:
nemkoumTtbl — 6,86 TbiC./MKN; nuMdounTel — 24%; cer-
MeHTOosIiepHble HENTPOoUIbl — 68%.

Takxe B npouecce nevyeHns Habnonanocb MnosblLLe-
HMe ypOBHSA Mo4eBMHbI (8o 10,05 mmonb/n) 1 obuiero 6en-
ka (go 68,4 r/n).

Jleyerne

CornacHo MexayHapogHblM cTaHg4apTam no fie4eHunto
BYfibrapHon mnysbip4aTKM npenapaTtamMu nepson NUHUK
SIBNAIOTCA CUCTEMHbIE [TIIOKOKOPTUKOCTEpOuabLl B [03e
1,0—1,5 mr/kr/cyT npegHN30I0HOBOrO 3KBMBarneHTa [6, 7].
YuntbiBas BO3pacT NauMeHTKu, a TakxKe BO3MOXHbIe Mo-
604Hble 3(PEKTbI MMIOKOKOPTUKOCTEPOUAHBLIX Mpenapa-
TOB, 6bIS10 MPUHATO peLleHne 0 Ha3HavYeHUu NPeaHN3oso-
Ha B JO3upoBKe 55 Mr/cyT nepoparnbHo U3 pacyeTa 1 Mr/kr
Maccbl Tena. Takxe npoBefeHa aHTu6akTepuanbHas
Tepanus uedTpMakCoHOM B fo3e 2 r/cyT B/M; CNMPOHO-
nakToHoMm — 25 mr/cyT; doypocemmngom — 2 mn B/m Ne 4;
HapyXHas Tepanus: 2% pacTBOp METUNIEHOBOIro CUHEro;
1% pacTBOp MeTUNEHOBOro CUHero; pacTeop 6eH3nnam-
MEeTUN-MUPUCTOUNTAMNHOMPONUNAMMOHUSA; BOAHLIN pac-
TBOP XJIOprekcuavHa;, [WOKCOMeTUnTeTparug ponepu-
MUOVH + XJnopamM@eHUKOr, Masb; BMIaXHO-BbICkbIXatoLLne
NOBA3KN C BOAHLIM pacTBOPOM XJloprekcuanHa.

Yicxopn v pesynbTartbl MoCeAyoLWero HabmogeHns

Co CTOpPOHbI KOXHOro naTofnornyeckoro npouec-
ca Ha doHe npoBegeHHOW Tepanuwu Habnganacb no-
noXxuTenbHaa AUHaMvKa B BMAE YMEHbLUEHUS FTHOWHOro
N CEPO3HOro OTAENAEMOro, yMeHbLUEHNs oTeKa rybeol, 4a-
CTMYHOM anuTenuaaumm TPeLLuH, OTTOPXEeHUs remoppa-
FMYECKUX KOPOK, YMEHbLLEHNS OKPacku 3po3uin. B ceA3n
C 9MM3040M PE3KOro CHUXEHWs apTepuanbHOro gasre-
Husa go 60/40 MM pPT. CT. M NOTeper Co3HaHWA 6e3 O4eBua-
HbIX MPUYUH NauMeHTka 6bina nepesefeHa B fopoAckyto
KnnHnyeckyto 6onbHuLy Ne 29 um. H.D. baymaHa, faHbl
pekoMeHpaumM no nNPOAOIKEHWI0 Tepanuu NPegHn30-
NOHOM B [o3e 55 Mr/cyT ¢ nocneayoLwmnmM nocTeneHHbIM

T. 101, Ne 4, 2025

Puc. 7. ccnenosarue peakLmi MMyHOMAYOPECLEHLIMI C aHTUTENaMK K [gG, 1gA,
IgM B BrionTarTe BUAMMO HENOPaXeHHO KoXu: cnabas n ymepeHHas dukcauus IgG
B MEXKITETO4HbIX POMEXYTKAX BCEX CIOEB NUAEPMIACA (B BIZE «CETKM»)

Fig. 7. Immunofluorescence testing with anti-IgG, IgA, and IgM-antibodies in

a biopsy of apparently intact skin: weak and moderate fixation of IgG in the
intercellular spaces of all epidermis layers of th (“grid"-like)

CHV>XXEHMeM [03bl Npenapara CornacHo KNMMHUYECKUM pe-
KoMeHZaumam (Tabn. 2) nog HabnwageHMeM Bpada-gepmMa-
ToBeHeporsora [8].

06cyxpeHue

Beugy HecneumMdpuYecKoro mnopaxeHus CAnM3ucTon
060M04KN NOMOCTU pTa NPW BYNbrapHoOW My3blpyaTke ee
andpdepeHumanbHan aMarHoCcTMka Ha paHHMX 3Tanax 3a-
60neBaHNsA BbI3bIBAET 3HAYUTENbHbIE 3aTpyaHeHus. Co-
rnacHo pesysnbraTam nccrnegoBaHusa paHLy3CKUX yYeHbIX,
0o 70% nauueHToB obpallarTcsa K 605ee Yem 4YeTblpem
Bpayam-cneumanucTam, npexpae 4Yem noareepxnaercs
AnarHos BynbrapHon nysbipyatku [9]. MNpumepHo B 50%
cnyyaeB NaLMeHTOB HanpasnsaloT K Bpady-aAepMaToBeHepo-
1ory B TedeHue LLeCT MecsaueB nocne nosiBfieHNss CUMMTO-
MOB, 17% — B Te4deHne ofgHoro roga n 8% — B TeYeHue
Tpex net [10].

B 6onbluvMHCTBE cny4aeB Onsg naéopaTopHou Aua-
FHOCTUKM 3aboneBaHus MUCMonb3yeTcs LUTONorn4eckoe
uccnenoBsaHue, KOTopoe ABASeTCs ObICTPbIM MO BbIMOMHE-
HUIO METOOOM, He TPeOBYIOLLMM MHBA3MBHOIO BMELLATESb-
CTBa, OfHaKoO Haubonee MWHPOPMATUBHLIMU MeTOLaMMU
noaTBEPXAEHNs AuMarHo3a BbICTYNatOT MNaTonoroaHaTo-
MUYecKoe uccrnegoBaHne GUMONCUAHOrO Martepuana Koxu
VMU CNU3UCTON OBONOYKN U3 ovara nopaxeHus n MMMy-
HodproopecLeHTHoe nccnegosaxuve [7, 11]. B guarHoctuke
ny3bIpYaTKN BaXKHYO POfb UrpaeT onpefeneHne aHTuTen
K necmornenHam 1 n 3 metogom ELISA/NDA, 4To no3sons-
€T He TOMbKO NOoATBEPAUTL AUArHo3, HO U OLEHUTb aKTUB-
HOCTb 3aboneBaHus, a Takxe 3(pPeKTUBHOCTb NPOBOAU-
Mol Tepanuu. ccnegoBaHus NoKasbiBaKOT, YTO B 60MbLLEN
CTEeNeHn ypoBeHb aHTUTen K gecmornemHam 1 kKoppenu-
pyeT C TSXECTbI KNMHMYeckmx nposisnenun [12]. OgHa-
KO B HEKOTOpbIX cny4asx (OCOGEHHO NP XPOHUYECKUX
opmax) KOppensauMa MOXET ObiTb MEHEE BbIPaXXEHHOMN,
4YTO TpebyeT KOMMIIEKCHOW OLEHKU C YH4EeTOM KIIMHUYECKON
KapTuHbl. B npeacTtaBneHHOM HaMKn KIMHUYECKOM cry4dae
NOBTOPHOE UCCMedOBaHNE YPOBHA aHTUTEN K AeCMornen-
Hy-1 IgG He NpoBOAMOC, B CBA3W C YEM OLEHUTL CTEMEHb
KOppenaLmm TaXeCTN NaToNnorm4eckoro KOXXHOro npouecca
C YPOBHEM aHTUTEN He NPEeACTaBnseTCs BO3MOXHbIM.

BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(4):65-73 W
Vestnik Dermatologii i Venerologii. 2025;101(4):65-73 W
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Tabnuua 2. CHKeHME 103bl MPeHN30/10HA NOCTE AOCTIKEHINS TEPANeBTUHECKOr0 ahiekTa

Table 2. Prednisolone dose reduction after achieving a therapeutic effect

Hepens M BTt Cp Yr nr [Hi] Be
1-4-9 1 mMr/kr maccel Tena
5_13-g* [TocTeneHHoe CHUXKeHWe NpefHN30510Ha A0 20 mr/cyT (4 TabneTkm) .

(nepBoHa4YanbHoe CHuKeHne 103kl FKC BO3MOXHO Ha 1/4-1/3 makcumanbHOM [03b1)

14-5 4,00 4,00 4,00 4,00 4,00 4,00 4,00
15-5 3,75 4,00 4,00 4,00 4,00 4,00 4,00
16-5 3,75 4,00 4,00 3,75 4,00 4,00 4,00
17-9 3,75 4,00 4,00 3,75 4,00 3,75 4,00
18-1 3,75 4,00 3,75 3,75 4,00 3,75 4,00
19-7 3,75 4,00 3,75 3,75 4,00 3,75 3,75
20-7 3,75 4,00 3,75 3,75 3,75 3,75 3,75
21- 3,75 3,75 3,75 3,75 3,75 3,75 3,75

*Ipn HEO6XOAMMOCTM BO3MOXHO 6051ee ANUTENbHOE CHUXEHME A03bl NPeaHU30M0oHa.

*If necessary, the dose of prednisolone may be reduced for a longer period of time.

Mpn uMTONOrM4ECKOM UCCNEedoBaHUN Ma3KOB-OTMe-
YyaTKoB MeTodoM TuaHKa akaHTONMUTUYECKMNE KNEeTKU 06-
Hapy>XMBaKTCSA TOSIbKO C MOBEPXHOCTU CBEXWUX 3PO3UNA,
TakK Kak QHO 3NUTENU3NPYIOLLIUXCA SNEMEHTOB B pe3yrb-
TaTte pereHepaumm MOKPbIBAETCA HOBbIMU CMOSIMWU 3MK-
JepManbHbIX KNeTok. BmecTe ¢ TeM akaHTONMUTUYECKUE
KNeTKM Hepegko pacueHMBalTCs Bpadamu-OHKOMoramm
KakK «aTUnu4Hble» KNeTKn, B peaynbsraTe 4Yero naumMeHTam
ycTaHaBNMBaeTCHA AMarHo3 3510Ka4eCTBEHHOro HOBoo6pa-
30BaHua koxu [13—15]. 13-3a oLLMOGKKN B AnarHOCTUKe na-
UMEHTbl MOryT nofly4aTb HeafleKBaTHYO Tepanuio, BKIHO-
Yas arpeccMBHOE OHKOJIOTMYECKOE fiedYeHne (Hanpumep,
NYYEBYIO UM XMMUOTEPANUIO), YTO YCYyryobnsaeT TeyeHue
3abonesaHua [16—19].

OwmboyHas gmarHoCTUKa 3J10KA4eCTBEHHOro HO-
BOOOpPa30BaHUA KOXU, B 4aCTHOCTU MSIOCKOKNETOYHO-
ro paka KOXW, MOXeT BO3HMKaTb U3-3a CXOXEW KNu-
HUWYeCKOM KapTuHbl. WHorga npu UMTONOrMYEeCcKOM
uccnegosaHUM O6GHapPY>XMBAKOTCA akKaHTONUTUYECKUe
KNeTKN C aTUMUYHbIMU NIIOCKOKNETOUYHbIMU N3MEHEHUS-
MU (TaKNMU Kak MU3MEHEHHbIE hopMa 1 pa3Mepbl KIeToK,
rMNepxpoMmnss U HEpPOBHOCTb KOHTYPOB fapa, Hanudune
6a30hUNbHOM UMTONMAa3Mbl), KOTOpPble COOTBETCTBYHOT
KpUTepusam ManurHmaaunu, 4To Bbi3biBaeT 3aTpyaHeHne
B MpaBuUiibHOM NOocTaHOBKe AuarHosa [20]. Ana gudde-
peHunanbHOM OWArHOCTUKU B MOAOOGHLIX cryyasx npu-
MEHSATCA UMMYHOMMCTOXMMUYECKNEe MapKepbl p63, p40,
CKMNF116 n CK903, o6napatoLine BbICOKOW 4yBCTBU-
TENbHOCTLIO ANSA MJIOCKOKNEeTo4YHoro paka [21]. OgHako
3TU MapKepbl He ABASAITCA a6COMTHO CneunguIHbIMU,
Tak Kak MOryT BbIABAATLCA U NPU APYrux OnyXoseBblX
npoueccax.

3ayacTyio nauueHTbl C BYNbrapHOW MNy3bip4aTKom
npoxoaaT OOMArMA NyTb OT MOSIBMEHWUS MepBbIX BbICbI-
naHun 0o Bepudmkauum guarHosa u Havyana cooTBeT-
CTByOLLEro nevyeHus. [inarHoctvka BynbrapHon ny3blp-
YyaTKu TpebyeT KOMMMAEKCHOro rnoaxona, BKAYaroLero
TLWaTeNnbHO cCOO6paHHbI aHaMHe3 C BbIIBIEHWEM MPOBO-
UMpYyOLWNX (PakTopoB, OLEHKY KIAMHUYECKOW KapTUHbI
3a6oneBaHus, a TakXxe npoBefeHue MNOSIHOro AmarHo-

B BecTHUK gepmaTonorumn n BeHeponorun. 2025;101(4):65-73
M Vestnik Dermatologii i Venerologii. 2025;101(4):65-73

CTMYECKOr0 KOMMMeKca: UUTONorn4eckoro mccregosa-
HUA ONA BbIBNEHUS akKaHTOIMTUYECKNX KNeToK TuaHka,
rMCTONOrMYeCcKoro noATBepXAeHUa cynpadasanbHoro
akaHTonmMaa, NpsiMoOM U HenpsMOM peakuunu UMMYHO-
cnoopecueHUnn Onsg 06HapYyXEHUA MEXKEeTOUYHbIX OT-
noxeHun 1gG, a Takxe Ceponorm4eckoro onpepeneHus
aHTuTen Kk gecmornemHam 1 u 3. Lutonornyeckum me-
TO4, HanpaBfieHHbIN Ha BbIIBIEHNE aKaHTONUTUYECKUX
KNEeTOK B Ma3Kax-oTneyaTkax CO JHa CBEeXUX 3pOo3ui,
MMeEeT OrpaHUYeHHYI crneunduyHOCTb B AMArHOCTUKE
BYNbrapHOM nNy3blpyaTKu, 4TO MOXET NMPUBECTU K CEPbe3-
HbIM OWArHOCTUYECKNM OLLUMOKaM.

Takum o06pas3omMm, npoBefdeHue [UCTONOrNM4ecKoro
nccneposanms n NnPA® ob6asatenbHbl oNg guMarHoOCTU-
KW BYNbrapHom ny3blp4aTtku. MI3BECTHO, 4TO nauueHTbl
C BYNbrapHom rny3bipyaTkon UMeloT 6ornee BbICOKYI Ya-
CTOTY BbISIBIEHUSI 3/T0KA4YE€CTBEHHbIX HOBOOGPA30BaHUN,
YyeM B o6LLen nonynauuu [22], ogHaKO ONUCaHHbIA KIUHU-
YeCKUIM cryyam ABNseTCA NpUMepoM OLUMOKW B AMArHo-
CTUKe, CBSA3aHHbIM C HEBEPHOM UHTepnpeTaunen pesyrb-
TaToB LMUTONOMMYECKOro uccnegoBaHus.

3aknioyenue

HuW3knn ypoBeHb OCBEOOMIIEHHOCTN Bpayen o Mop-
PONOrnyeckMx OCOBEHHOCTAX aKaHTONMUTUYECKUX Kile-
TOK OCTaeTcs cepbe3Hon NpobrnemMon, Kotopas NpusoanT
K ONarHOCTUYECKUM olnbKam, 3afepXKe B MOCTaAHOB-
Ke AmarHosa WM Ha3Ha4YeHUo HeadekKBaTHOro Jfe4veHus,
4YTO yXyalaeT MpPorHo3 Aansa nauueHToB. [Onsg npepoT-
BpalleH1a nogo6HbIX cny4aeB Heo6XOAWMbl MOArOTOB-
Ka obpasoBaTtesibHbIX NPOrpamMMm, HanpaBfeHHbIX Ha Mo-
BbllLEHWE 3HaHUM Bpa4ver 06 0COBEHHOCTAX OYynne3HbIX
JepMaTo30B, BHeApeHWe cTaHAapTHbIX METOLOB OKPacKu
M MexaucuunnmMHapHoe B3auMoencTene mexay nepmMma-
TOBeHeposioramu, natomopdonoramm 1 BpadamMmm CMex-
HbIX cheunanbHocTen. B npouecce BegeHWs nauMeHTOB
C Ny3bIp4aTKON BaXK€H KOMMEKCHbIN NOAX0on, KOTOpPbIv
No3BONNT 06ecnedYnTb CBOEBPEMEHHYIO U TOYHYKO Aua-
FHOCTUKY AaHHOro 3aboneBaHus, yny4llas ka4yecTBO OKa-
3aHusa meguumtckon nomoLuu. [l
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© Mapeesa A.H.", Tanngmosa t0.A. >

TLlgHTpanbHbIA MHCTUTYT AepMatokocmeTonoriu, Mocksa, Poccus
2Poccuiickast MeauLMHCKas akagemist HEMpepbIBHOTO NpoeccroHanbHoro 06pasosanus, Mocksa, Poccus

MoHsiTWe «audbdpy3Has noTeps Bonoc» NoapasyMeBaeT HepyGLIOBYIO NOTEPO BOJNOC, BbI3BAHHYIO
pasnuYHbIMKU NpUYMHaMK. HecMoTpsi Ha pa3Hoo6paaune aTUONOrMyYeckmx pakTopoB, KOTOpbIE MOTYT
BbI3BaTb BbiNafeHWe BONOC, AaHHble anoneuny o6bequHaeT eaunHbIi MPU3HaK — npekpalleHne pocTa
BOJIOC B cTaAuto aHareHa. MHoroo6pasve NpuyvH NoTepy BOSIOC Npu AaHHbIX hopmax anonewmmn Breyet
CNOXHOCTU B BbIGOpE Tepanuu 1 onpeaeneHnn TakTMKU BefeHns nauneHToB. B npencraBneHHol ctaTee
aBTOpPbI AENSATCSH COGCTBEHHBIM KJIMHUYECKMM OMbITOM fleHeHNs Taknx naunmeHToB. CoBpeMeHHble
nekapcTBeHHbIe Npenaparbl U HapyXXHble CpeAcTBa No3BONAT fO6UTLCA MakCUManbHOro peaynstaTta
Npu OTCYTCTBUM NOGOYHBIX 3hheKTOB. APDEKTUBHOCTL Tepanmm oLeHnBanach KIIMHUYECKUMM
nccnefoBaHusaMKM (BU3yasibHblii OCMOTP U OLIEHKa MNynn-TecTa), a Tak)Xe 06beKTUBHbIMU MeToaaMu
OMarHOCTUKKU, TaKUMM KaK TPUXOCKOMUSA € NMOMOLLIbIO NporpamMmbl TrichoSciencePro, Tpuxorpamma

n gpoToTpuxorpamma. MpenacTaBneHbl ABa KINMHUYECKUX Crlyyas Tepanumn NaumMeHToBR C TeNoreHoBbIM
BbINafeHneM BoJoC.

Knto4yeBble cnoBa: anoneuums anddysHan; TenoreHoBas anoneuus; o6biceHMe; TPUXOCKONUS; TPMXOrpamMmma;
nieyeHue anoneummn

KOHMNUKT MHTEPECOB: aBTOpbI AaHHOW CTaTby AeKNapupyT KOHPAUKT nHTepecoB ¢ OO0 «AnKoi»,
COTPYQHVKM KOTOPOro NPMHUMANM y4acTune B 06CY>XAEHUN UCCeoBaHus.

NCTOYHUK PprHaAHCUMPOBaHWS: pykonuck nogrotosneHa npu nogaepxke OO0 «Ankoii».

Cornacve nauMeHTOB: nauneHTbl JO6POBOJILHO NOANUCany MHPOPMUPOBAHHOE corflacue Ha Ny6anMKaLuuo
nepcoHanbHOM MeAULNHCKON MHopMaunmn B 06e3nm4eHHon hopMe B XypHarne «BecTHuk gepmaronormm
N BEHEepOosornmn».

Onsa untnposaHusa: Mapeesa A.H., Fannavoa t0.A. OnbIT neveHus auddpy3Hoit notepm Bonoc. BecTHuk
Jepmaronorumn n seHeponoruu. 2025;101(4):74—80. doi: https://doi.org/10.25208/vdv16859 EDN: ddepbt
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Experience in treatment of diffuse hair loss

© Anastasia N. Mareeva', Yulia A. Gallyamova?*

'Central Institute Dermatocosmetology, Moscow, Russia
2Russian Medical Academy of Continuous Professional Education, Moscow, Russia

Diffuse hair loss refers to non-scarring hair loss caused by various reasons. Despite the variety of
etiological factors that can cause hair loss, these types of alopecies share a common characteristic:
cessation of hair growth during the anagen phase. The variety of underlying causes of hair loss in these
forms of alopecia complicates both therapy choice and clinical management. In this article the authors
share their own clinical experience in treating such patients. Modern drugs and topical agents allow for
maximum results with the absence of side effects. Treatment efficacy was assessed by clinical tests (visual
examination and pull test assessment), as well as objective diagnostic methods, including trichoscopy
using TrichoSciencePro software, trichogram and phototrichogram. Two clinical cases with treatment of
patients with telogen effluvium are presented.

Keywords: diffuse alopecia; telogen effluvium; alopecia; trichoscopy; trichogram; alopecia treatment

Conflict of interest: the authors of this article declare a conflict of interests with Alcoy LLC, whose employees
participated in the discussion of the study results.

Funding source: the manuscript was prepared with the support of Alcoy LLC.

Patient consents: the patients voluntarily signed informed consent forms for the publication of anonymized medical
data in the Vestnik Dermatologii i Venerologii journal.

For citation: Mareeva AN, Gallyamova YuA. Experience in treatment of diffuse hair loss. Vestnik Dermatologii
i Venerologii. 2025;101(4):74—80. doi: https://doi.org/10.25208/vdv16859 EDN: ddepbt
B BecTHuK gepmatonoruun un seHeponorun. 2025;101(4):74-80

B Vestnik Dermatologii i Venerologii. 2025;101(4):74—-80 Vol. 101, Iss. 4, 2025



https://creativecommons.org/licenses/by-nc/4.0/
https://elibrary.ru/ddepbt
https://doi.org/10.25208/vdv16859
https://elibrary.ru/ddepbt

76 .

M AxtyanbHocTb

TenoreHoBoe BbiNageHne BONOC — HepybLIOBOE Bbl-
nageHue BonocC No BCem NOBEPXHOCTU rofoBbl, CBA3AHHOE
C HapyLleHMeM (PU3NONOrM4yeckon cMeHbl ux ¢as pocta
B pes3ynbTaTe BO3OEWCTBUS Ha BOSIOCAHblE (DONSUKYbI
pasnuyHbIX 3HOO- U 3K30reHHbIX ghakTopos [1]. Tenore-
HOBas anoneuns BO3HWKaeT, Korga aHareHoBble BOSOChI
npexaeBpeMeHHO nepexonaT B cTaguio TenoreHa [2].
K OCHOBHbIM MpuyMHaM U TpPUITEpPHbIM hakTopam, npu-
BOAALMM K AN y3HOW anoneuuun, oTHOCAT: puamnono-
rmYyeckue MnpuYmHbl (MOCNEepPoaoBOE BbiNaAeHME BOJIOC);
COCTOSIHMSA, COMPOBOXAaloLWMecs nMXopagkKon; CTPecc;
CTpOrue orpaHuyuTeNbHble AWeTbl; NpueM NekapCcTBeH-
HbIX CpeacTB (PETMHOMAOB, OpasibHbIX KOHTPaLEeNnTUBOB,
aHTUKOHBYNbCAHTOB, rMNOAUNMOEMUYECKUX npenapa-
ToB, 6eTa-6510KaTopoB, KanTonpuna, amgerammHa 1 np.);
3HOOKPUHHYIO NaToNoruio (rMnepTupeos, rurnotTupeos);
JeKOMMNeHcMpoBaHHble 3ab0ofieBaHNsA MoYeK U MeyveHu;
HYTPUTMBHYIO HEOOCTaTOYHOCTb (6ENKOBO-KanopUnHyro
HEeOOCTaTO4YHOCTb, AeUUNT UMHKA, Xene3a, He3aMeHU-
MbIX XXMPHbIX KUCMOT); CUPMANC M HOBYIO KOPOHaBUpYC-
HYI0 UHekuuio [1, 3-5].

NcTuHHaa pacnpocTpaHeHHOCTb TEeNoreHoBOW anomne-
MM HEN3BECTHA, NOCKOSbKY 3a4acTyto 3abonesaHune npo-
TeKaeT CyOKNMHNYECKN N He ABSIETCA MOBOAOM O6palLeHus
K Bpady [6]. TenoreHoBas anoneuus B 2,5-3,0 pasa 4aLle
BbISIBNSETCA Y XEHLNH — B cpegHeM okono 50% XeHLUMH
B TEYEHUE XM3HWN CTaNKMBaKTCA C AaHHbIM BUAOM Bbina-
neHusa Bonoc [7, 8]. XpoHuyeckasn TenoreHosas anoneums
yaile BO3HMKaeT Yy XeHwuH 40-50 net [9]. o pesynbTa-
Tam 06cnefoBaHns NauMeHToB, 06paTUBLLMXCH C Xanoba-
MW Ha BblnageHne Bosoc, anddysHoe BbinageHne MoXxeT
cocTaenaTb oT 16,0-59,3% [10, 11]. Mo gaHHbIM S. Malkud,
camMbIMU YacTbIMW MPUYMHAMU TENOreHOBOro BbiNadeHUs
BOJSIOC SIBASIOTCS CTPEecC W XxenesojeduumtHas aHemus
(p < 0,05). Mo4TK y TPeTV NaUMEHTOB NPUYNHA BbiNageHus
BOJMOC He ycTaHoBneHa. Bce cnyyan XpoHUYecKoro Bbina-
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neHunsa sonoc 6binn nanonatndeckmmm [12]. oBONbLHO 4a-
CTO NauMeHTbl MOTYT UCMbITbIBATb MOBbLILLIEHHbIA YPOBEHb
cTpecca B OTBET Ha NOTEPIO BOMOC, TEM caMblM CcO3faBas
nopoyHbIi kpyr [13]. CTpecc, BbI3BaHHbIV NOTeper BOMoC,
MOXeT cam Mo cebe CrnocobCcTBOBATL MPOAOIHKEHNIO pas-
BUTUS OAHHOrO COCTOSIHWUSA, MPUBOASA K BO3HUKHOBEHUIO
neTnv NosIoXuTenbHOW 06paTHOW CBA3W, B TakUX Cly4dasx
MOXET 6bITb 3PPEKTUBHBI NCUXOTEPANUA U NCUXONOrnye-
cKasl nogaepxka, HanpasneHue naumeHTa K Bpady-ncuxo-
TepaneBTy [14].

YuntbiBas MHOroo6pasue 3TMONorn4ecknx (pakTopos,
ONUTENbHBIN Nepuoa MeXAy AeNCTBMEeM NPOBOLMPYIOLLIEro
hakTopa 1 NPOosIBNIEHUEM KITMHUYECKUX CUMMATOMOB, COYe-
TaHue 1 B3aMMOBUSHNE PasfnNyHbIX TPUITepoB Ha HN3N0-
NIOrnI0 BOMOC, fle4eHne TenoreHoBOro BbiNageHus BOMOC
ABNSETCHA HeNpPOCTOW 3adaqen.

B paHHOM cTaTbe NpeacTaBneHbl COOCTBEHHbIE KIINMHU-
yeckue HabnIooeHUs Tepanuu TenoreHoBOro BblMageHus
BOSIOC Y ABYX MALMEHTOK, YTO MO3BOMUT MPaKTUKYHOLLNM
Bpayam MCMonb30BaTh HaLl KIIMHUYECKUIA OMbIT B fleHeHnn
nauneHToB C NoTepen BOmocC.

MepBblit KNUHUYECKUIA CRyYaii

MaunenTka M., 26 net (puc. 1), obpaTunace ¢ xanoba-
MUV Ha BbiNnageHne Bonoc, npogosnxarwlleecs 2,5 mecaua,
KOTOPOE CBA3bIBAET CO CHMXKEHNEM Beca Ha 7 Kr B Te4eHune
2 mecsiLeB Ha POHEe MCKNIOYEHNS NPOJYKTOB XMBOTHOIO
NPOUCXOXAEHWS, Cnagkoro n mydHoro. O6ulee coctosi-
HWe y[oBneTBOpuUTeNbHOE. XpOoHWYeckue 3abonesaHus
oTpuuaet. JlekapCTBEHHbIE npenapartbl He MPUHUMAET.
MeHcTpyanbHbIA LMK perynsapHeiin. Poct — 165 cm, mac-
ca Tena — 53 kr. [laHHble na6opaTopHbIX METOAOB MUC-
cnepoBaHus (KNUMHWYeCKun aHanus kpoeu, TTI, xeneso
cbiBOpoTO4HOE, OXKCC, theppnTUH, BUOXMMUYECKNIA aHa-
113 KPOBM, peakumns MMKponpeunnuTaumm ¢ Kapauonunm-
HOBbLIM aHTUreHoM) — 6e3 ocobeHHocTen. [pu ocmoTpe

B

Puc. 1. MauperTka M. 0 NEYEHNS: 2 — PaspexXeHue BOMOC B BUCOYHON 00M1aCTIA; 6 — CHUKEHUE rYCTOTbI BOAOC MO ANIMHE; B — TPUXOCKOMMYECKAs KapTUHa
Fig. 1. Patient M. before treatment: a — thinning of hair in the temporal region; 6 — decrease the hair density; 8 — trichoscopic picture
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oTMevalTCsi paBHOMepHoe Anddy3Hoe NnopefeHne BO-
noc, 6onee BblpaXXeHHOE B BUCO4YHbIX 06nacTsax, noteps
o6bema BOSOC Mo AnuvHe (cM. puc. 1, a, 6). TecT HaTsaxe-
HUSA MOJNIOXMUTENbHBIA — NPU MNOTAMMBaAHUM MATU BOJIOC
B (pase TenoreHa. CornacHo COBPEMEHHbIM Hay4HbIM
OaHHbIM NyJUI-TECT CUHUTAETCA MONOXMUTENbHLIM MPU Ha-
nnymm 6onee OBYX BOMOC 3@ OAHO NPOM3BEeAEeHHOe NoTH-
rmaHue npagu [15]. Koxa ronosbl 6€3 naTonorn4eckmnx
BbICbINaHUNA.

Pesynbratbl ¢u3ukanbHoro, nab6opaTtopHoro
M UHCTPYMEHTaNbHOro uccnepoBaHusa. [aHHble Tpu-
XOCcKonuu: npeo6nagaroT 0gMHOYHbIE U OBOVHbIE (DONAN-
KYNSipHbIE IOHUTbI, MPU3HAKOB aHN30TPMX03a He 06Hapy-
XEHO.

HaHHble hoToTpMXOrpamMmbl HA MOMEHT ObpaLLeHus:
TemeHHas obnacTb: Bcero Bonioc — 240 (100%); Tep-
MUHanbHble — 229 (96%); Bennyc — 11 (4%); aHare-
HOBbIX BCEro — 64% (29 Ha 18,76 MM?); TenIOreHoBbIX
Bcero — 36% (16 Ha 18,76 mm2);
3aTbinoYHasa obnactb: Bcero Bonoc — 152 (100%);
TepMuHanbHble — 152 (100%); aHareHoBbIX BCEro —
75% (21 Ha 18,39 mMMm?); TenoreHoBbIX Bcero — 25%
(7 Ha 18,39 mm?) (c™m. puc. 1, B).

Mo pesynstatam o6cnefoBaHns yCTAHOBMEH KIMHK-
YeCKU guarHos: «TenoreHoBoe BbiNageHne BONOC peak-
TUBHOE».

JleyeHue. NpoBedeHo neveHne: Kypc NiekapCTBEHHO-
ro npenapata CEJIEHUWMH® no 1 TabneTtke 3 pa3sa/geHb
3a 30 MVH 00 edbl 3 Mecsiua; HApY>XHO Ha KOXY ronoBbl
MentnaHbIn nocboH CENEHLMH® no '/, amnyne exepHes-
HO BeyepoM B TeueHue 3 mecsues. [lpoBedeHa Koppek-
umsa gecmumTa 6enka nytemMm cobnogeHus pekoMmeHgaumm
no nuTaHuio (6eNoK U3 pasHbIX MCTOYHMKOB He meHee 0,8—
1,0 r/Kr Macchbl Tena B CyTKM).

Mcxop n pesynbtathbl Nnocneaytowero HaénoaeHus.
Ha doHe Tepanumn oTMe4eHO CHUXEHWE BbiNafeHns BOMoC,
npv NOTArMBaHMU HA OCMOTPE Yepe3 3 mecsiLa — OduH BO-
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noc B hasde TenoreHa (Nynn-TecT OTpuUUaTENbHbIN), POCT
BOJIOC B BUCOYHbIX 06nacTtsax (puc. 2, a, 6).
Mo paHHbIM OTOTPMXOrpamMmbl MOCAE feyeHus
(cm. puc. 2, B):
TemeHHas obnacTtb: Bcero Bonioc — 272 (100%); Tep-
MUHanbHble — 256 (94%); Bennyc — 16 (6%); aHare-
HOBbIX BCero — 88% (45 Ha 18,76 MM?); TenlOreHoBbIX
Bcero — 11% (6 Ha 18,76 Mm?);
3aTblnoyYHaa obnactb: Bcero Bonoc — 163 (100%);
TepMuHanbHble — 163 (100%); aHareHoBbIX BCEro —
93% (28 Ha 18,39 MM?); TenoreHoBbIX BCero — 7%
(2 Ha 18,39 Mm?).
[aHHble nokasaTenu COOTBETCTBYIOT BbINageHUo BO-
noc B npegenax pmanonorn4eckom Hopmbl.

Bropoii KnuHu4eckuii cnyyan

MaumeHTka A., 38 net (puc. 3), obpatunack ¢ xanoba-
MW Ha NepuoaMyeckoe BbiNageHe BOMOC B TeYeHue Tpex
neT, CBA3bIBAET 3TO C 3NU304aMM MCMXO3MOLMOHANBHOrO
cTpecca v HapyLueHusMu cHa. ObLuee COCTOsiHME YOOBET-
BOpUTENbHOE. XpOHU4YecKne 3abonesaHns otpuuaet. Jle-
KapCTBEHHblE Npenaparbl He NpuHMMaeT. MeHCTpyanbHbIn
LUMKN perynsipHbIi.

PesynbraTtbl hM3nKanbHOro, nabopaTtopHoOro u uH-
CTPyMeHTanbHOro uccneposaHus. [aHHble nabopartop-
HbIX METOLO0B 06CNefoBaHMs (KNMHUYECKMI aHann3 KpoBH,
6roxmMmnyecknn aHanna kposu, TTT, XXenes3o CbIBOPOTOY-
Hoe, OXKCC, cheppuTuH, peakums MUKponpeumnuTaumm
C KapAVONWMUHOBLIM aHTUreHOM) — 6e3 0COBEHHOCTEN.
Mpn ocmoTpe oTMevaeTcs paBHOMepHoe Anddy3Hoe Mo-
pefeHuve Bonoc, 6osee BblpaXXeHHOE B BUCO4HbIX 06M1acTaX.
TeCT HaTAXeHWs MOMIOXMUTENbHBIA — MpPU MNOTArMBaHWU
NAaTY BoNoc B chase TenoreHa. Koxa ronosbl 6e3 natonoru-
YecKMX BbICbINaHWi. JaHHble TpMXocKonuu: npeobnaparT
OQMHOYHbIE, ABOVHbIE Y TPONHbIE (PONNNKYNAPHbBIE HOHUTI,
NPU3HAKOB aHN30TPMx03a He obHapyxeHo. OT doToTpmxo-
rpaMmMbl NaumMeHTka oTkasanachb.

B

Puc. 2. MauyerTka M. nocne neveHns: a — pocT B BUCO4HONA 0611acTh; 6 — YBEAMYEHNE FYCTOThI BOAOC MO ANMHE; B — TPUXOCKOMMYECKAs KapTUHa
Fig. 2. Patient M. after treatment: 2 — the growth of hair in the temporal region; 6 — increase the hair density; 8 — trichoscopic picture
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Puc. 3. MauneHTka A. 10 NIeYEHNs: @ — PaspexeHite BOMOC B BUCOYHON 06/1aCT; 6 — TPUXOCKOMUYECKAS KapTUHA
Fig. 3. Patient A. before treatment: 2 — thinning of hair in the temporal region; 6 — trichascopic picture

Mo pesynsTatam 06CNefoOBaHWS YCTAHOBIIEH KIWHM-
YeCKU gnarHos: «XpoHudeckoe Andys3Hoe BbiNageHue
BOJIOC».

JleyeHne. [poBefeHO nevyeHue: Kypc rekapcTBeH-
Horo npenapata CeneHuwH no 1 Tabnetke 3 pasa/meHb
3a 30 MuH [0 efibl 3 Mecsua.

Wcxop n pesynbtathbl nocneaytowero HaénoaeHus.
Ha goHe Tepanum oTMeYeHO CHUXEHWE BbiNadeHus BOSoC,
npuv NOTArMBaHUM Ha OCMOTpe 4Yepe3 3 Mecsiua — ABa BO-

noca B dase TenoreHa (Nynn-Tect oTpuuaTesibHbIA), pocT
BOJIOC B BUCOYHbIX 061acTax (puc. 4).

O6cyxpeHue

npe,D,CTaBJ'IeHHbIe KNMHNn4eckne cny4yam OeMOHCTpU-
pytOT BO3MOXHOCTU KOPPEKLNK Kak peakTUBHOIO Tenore-
HOBOrO BbINageHns BONOC, TakK N XPOHUYECKOro aAndadys-
HOro BbiNageHna BONOC B Te4eHNe TpexMeca4YHOoro Kypca
nevyeHud.

Puc. 4. MauneHTka A. Nocne NeYeHns: a — pocT B BIUCOYHON 0671aCTH; 6 — TPUXOCKOMNYECKAs KAapTUHA
Fig. 4. Patient A. after treatment: a — the growth of hair in the temporal region; 6 — trichoscopic picture
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B Tepanun guddy3Horo BbiNafeHUss BOMOC BaXHOe
MEeCTO 3aHMMalT pPasfn4YHble KOCMETUYECKUE J10CLOHbI
N CbIBOPOTKW ANSi HAPY>XHOrO NMPUMEHEHUsI OT BbiNageHus
W Ons pocTa BOMOC, OHAKO BeayLlas posis OTBOAUTCS Jle-
KapcTBeHHOW rpynrne npenapartos. B TeueHne MHoOrmnx net
BbICOKYIO 9(O(PEKTUBHOCTL MOKa3blBaeT JeKapCTBEHHOe
cpepncteo CeneHuumH [16—-18]. Mog naHHeIM E.C. CHapckon
W COaBT. Y MNaLMEHTOB, B CXeMY Nle4YeHUs1 KOTOPbIX MOMUMO
Hapy>XHOW Tepanumn 6bif BKNOYEH NEKAPCTBEHHbIN npena-
paT CeneHumnH, NPOAEMOHCTPUPOBaHbI 60Mee BblpaXXeHHbIe
MONIOXMTENbHbIE Pe3yfbTaTbl MO CHWXKEHWUIO BbiNageHus
BOJSIOC YXe K KOHLUy nmepBoro mecsiua nedverHus. Cpegcreo
CeneHumH npencTaBnseT cob6oM KOMOWHALMIO aKTUBOB,
YKPENMSAIoWmMX BOMOCAHbIE (DOMANKYAbI M yMyHLIAoLWmMX
MUKPOLUMPKYNALMIO, OKa3blBaOLLMX aHTUOKCUOAHTHBIN, ce-
6operynupyromn adpdekT. MNpenapaT npuaaeT NpoYHOCTb
n 6eck cTepxHsam Bonoc. B coctas CeneHumHa BXogsT ak-
TMBHbIE KOMMOHEHTbI: Lycopodium clavatum (Lycopodium),
Phosphorus (®ocdpopyc), Thallium aceticum oxydulatum
(Thallium aceticum), Acidum silicicum (Silicea), Aluminium
oxydatum (Alumina), Selenium (Cenennym), Natrium
chloratum (Hatpuym xnopatym), Kalium phosphoricum (Ka-
nnym cpoccpoprkym).

JlekapctBeHHoe cpefacTBo CeneHunH adhdekTUBHO
NS HOpManu3aLuum COCTOSIHWNS KOXXW FONOBbI MPY ABMEHUSX
LenyLweHns 1 3yaa KOXW, COCTOAHMSX, BbI3BaHHbIX nepe-
yToMneHneM. ocne Kypca Tepanuu y Bcex nauueHToB oT-
MeYasncs CTOMKUA TepaneBTUHECKNA ahPeKT 1 OTCYTCTBUE
cuHgpoma oTMeHbI [16]. CornacHo Hay4HbIM Ny6nvMKaumusMm,
ONTUManbHbIN PeXUM fo3npoBaHusa npenapata CeneHuuH:
no 1 Tabnetke 3 pasa/aeHb 3a 30 MVH 0O efbl N vepe3 1 4
nocrne efbl B Te4eHne 2—4 MecslueB AN JOCTUXEHUS Tepa-
nesTU4Yeckoro agdpekTa [17].
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Mpn Heo6XxoANMMOCTU NPOBEAEHUA ANNTENLHOro ne-
YeHUs pPEeKOMeHAyeTCs MCMonb30BaTh JlieKapCTBEHHble
CTMMYAATOPbI POoCcTa AN HAPY>XHOro HaHeceHUsl (MUHOK-
cnpgun 2% unun 5%) ¢ uensto yanuHeHns dasbl pocta BO-
noca [19, 20].

MoMMMO CUCTEMHOM N Hapy>XXHOW Tepanuu B NpakTuKe
MOTYT MPUMEHATLCA W ApYyrMe MeTofbl, NO3BONALLME CHU-
3UTb BbINafeHne BONoC, OHAKO, KaK MpaBuno, OHU ABNSIOT-
cs 6onee TPyAoeMKMMM U (PMHAHCOBO 3aTpaTHLIMU, a TakXe
He Bcerja XopoLlo nepeHocAaTcs nauneHTamm n3-3a 6ones-
HeHHocTW npouenyp. EcTb AaHHble 06 3dheKTUBHOCTH
WHBEKUMI nnasmbl, oboraiieHHon TpoméoumTtamm (PRP-
Tepanuu), 1 pas/mec, 3—4 npouegypbl Ha Kypc [21, 22];
BBEEHUSA MCKYCCTBEHHbLIX MMMNAHTATOB B MArKME TKaHu
(Me3oTepaneBTUYECKMX), CcodepXalinux amMUHOKUCOTbI,
BUTaMUWHbI, NENTUbI, KOWepPMeHTbI [23—26]; BHYTPUKOXHO-
ro BBELAEHWS rens nu3 nonMHykneotugos 15mr/2mn no 2 mn
1 pas B 7-14 gHen — 4 npouepypsbl Ha Kypc, 3aTeM 1 npo-
Lenypa kaxaele 21-30 gHet — 4 npouepypsl [26]; npose-
OEeHNsi MUKPOHUANIMHra — 3 ceccumn B TeYeHne 6 mecsues
B ne4veHun gudpdpysHoro ebinageHuns sonoc [27]. MNauuer-
TaM ¢ AMdy3HbIM BbINafeHWeM BOSOC, COMPOBOXAAlo-
LLMMCH TPUXOOMHMEN, NOKa3aHO BBEAEHNE B KOXY rOnoBbI
6otynoTokcuHa — 100 ef. ogHoOKpaTHO [28].

3akniouenue

ApceHan cpencte M MeTodoB, KOTOpPble MPUMEHAKT-
cqa cneunanuctamMmm B neYeHum ,EI,I/ICbeySHOFO BbiNnageHuna
BONOC, o6|.u|/|peH, MCNoJib3yeTca KakKk MOHO-, TaK U KOM-
nnexkcHaa Tepanund, Bkn4awuwlaa CUCTeMHoe npnMmeHeHune
neKapcTBeHHbIX cpeacTs (Hanpumep, CeneHumH), addek-
TUBHOCTb KOTOPbIX OUEeHEeHa KaK uccnepnosaresiaMun, Tak
1 NpakKTn4eCknmMmmn spadamMmun. .
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AHHUI BPOKACHHBII CI/ICt)I/IAI/IC B YCAOBHUAX COBPEMEHHOU
MEAHNITTHBI

© Ynutuna 1.B., Maenosa E.B., Kapranonbuesa E.A., bupo 10.B.*

CypryTcKuii KNMHUYECKNIA KOXXHO-BEHEPONOTMYeckIin aucnaxcep, CypryT, Poccus

KnvHnyeckun cnyvanm poxaeHusa manbymka B cpoke 33 Hefenu 6epeMeHHOCTU OT Matepu € HU3KUM
coumanbHbIM U MopasbHbIM cTaTtycoM. Mpu poXxaeHnn y pebeHka 6biin CUMNTOMbI, NATOrHOMOHMWYHbIE
0N BPOXOEHHOMO U He BCTpevaloLmecs npu npuobpeTeHHoM cudunmce (anddysHasa nHdunstpaums
KOXWM [oX3MHrepa), o6Lume 1 oKasnbHble CUMMATOMbI, BCTPEYAOLWMECS U NPU OPYrnX BHYTPUYTPOOHbIX
MHeKUMAX («CTapyecKnin BUO» HOBOPOXAEHHOro, renarocnneHomeranus u ap.). MNpu ycnoeum
CBOEBPEMEHHOIO MOSTHOro 06CcnefoBaHus, BKIlOYas Ceposiormyeckne ncernenoBaHus Ha cugpmnmce,
KOHCYNbTauMm CMEXHbIX CNeLmanmcToB, pebeHKy 6bi1 MOCTaBNEH OCHOBHOW ANArHO3 «paHHUN
BPOXAEHHbIN cudmnnnc», Ha3Ha4vYeHo cneundmyeckoe NeveHne B COOTBETCTBMM C NPOTOKOSIOM BELEHUS
605bHbIX CUPUIMCOM. Ha NpoTsXXeHUM BCEro Kypca nevyeHms pebeHoK HaXoguncs B CTabUbHO
TSXKENOM COCTOSIHMM, OTMeYanach NoNoXuTenbHaa AnHaMmka nadopatopHbIx nokasaTenein. Mocne
OKOHYaHWA nevyeHns 1 peabunutaumm pebeHoK BbiNMcaH JOMOW A1a NPOAOIKEHMA peadunuTtaumm

1 HabngeHus.

Knio4yeBble CNOBa: KNUHUYECKMIA cnyyan; BpOXAEHHbIN cucphunuc; 6negHas TpenoHema; TpaHcnialeHTapHas
nepepava; 6epemMeHHOCTb

KOHMNUKT MHTEPECOB: aBTOPbI AEKNAPUPYIOT OTCYTCTBME SIBHbIX U MOTEHUMANbHBLIX KOH(IIMKTOB MHTEPECOB,
CBA3aHHbIX C Ny6nMKaunen HacTosALLEN CTaTbu.

NCTOYHMK (brHaHCUPOBaHUSA: pykonuch NOAroTOBNIEHA U OMNYy6MKOBaHa 3a cHeT (PMHAHCUPOBaHUS MO MecTy
paboTbl aBTOPOB.

Cornacve naumeHTa: 3akoHHbIVi NpeAcTaBUTe b NauneHTa JO6POBONBHO Noanucan MHPOPMUPOBAHHOE
cornacue Ha ny6nvkaumio nepcoHanbHOM MEAULIMHCKON nHdopMaLmm B 06e3nn4eHHon hopMe B XypHarne
«BeCcTHUK JepmaTonorum n BEHepOnornm».

IOnsa uyntnposaHus: Ynutuxa W.B., Naenoea E.B., Kapranonsuesa E.A., Bupo H0.B. PaHHWit BpoXAeHHbIN
cudunnc B yCnoBuAX COBPEMEHHON MeauUnHbl. BecTHuk gepmaronorum n sBeHeponorun. 2025;101(4):81-89.
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Eaﬂy congenital syphilis in the context of modern medicine

© Irina V. Ulitina, Evgeniya V. Pavlova, Evgeniya A. Kargapoltseva, Yuriy V. Biro*

Surgut Clinical Skin and Venereological Dispensary, Surgut, Russia

A case report describing a boy born at 33 weeks of gestation via emergency cesarean section to a mother
with low social and moral status. At birth, the child had symptoms that were pathognomonic for congenital
syphilis and not occurring with acquired syphilis (Hochsinger diffuse infiltration of the skin) as well as
general and local symptoms that are also found in other intrauterine infections (the “senile appearance”

of the neonate, hepatosplenomegaly, etc.). After a timely and complete examination, including serological
tests for syphilis and consultations with related specialists, the child was diagnosed with early congenital
syphilis and prescribed specific treatment in accordance with the protocol for syphilis management.
Throughout the course of the treatment, the child’s condition remained severe but stable, and there was

a positive trend in laboratory parameters. After completing the treatment and rehabilitation, the child was
discharged to continue home rehabilitation and monitoring.

Keywords: case report; congenital syphilis; treponema pallidum; transplacental transmission; pregnhancy
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M AxtyanbHocTb

BpoxaeHHbI cUPUNNC — 3T0 BHYTPUYTpPOOGHaA UH-
dekuusa, nepeparoLwasca nnogy TpaHcnnaueHTapHbIM
nytem oT 6ofnbHOW cudunucom matepu [1]. ToT dakT,
4TO CUUIUC MOXEeT nepefasaTbCsl MOTOMCTBY, 6bin
nogMeYyeH BCKOpe Mnocne «BefIMKOW anuaemum cudu-
nuca» B EBpone HeckonbKo coTeH neT Hasapg. lepe-
fada MHdekunn oT MaTepu K nnogy MoXeT Npous3onTn
B NNt060M TpuMecTpe 6epemeHHOoCcTU. [Mpn nonHoUueHHOM
nevyeHnn 6epeMeHHON XEeHLUMHbI [0 POopMUpPOBaHUSA
nnaueHTapHoro KposoToka (16—18-a Hegenu rectaumm)
BEPOATHOCTb 3apaxeHus nnoga MmHumansHa. o Heko-
TOPbIM flaHHbIM, BEPOATHOCTbL Pa3BUTUSA PaHHEr0 BPOX-
OeHHOro cudunnca y geten, pogmMBLIMXCA OT MaTepen,
cTpajarowmx BTOPUYHBLIM CUPUIUCOM, MPaKTUYECKU
paBHa 100% [2]. COBOKYMNHOCTb BMPYNEHTHbIX CBOWCTB
BO36yauTena n 0CoO6eHHOCTEN peakunnm UMMYHHOW Cu-
CTEMbl Ha ero BHeapeHne obycnosnneBaeT MHoroob6pa-
3Ue KIMHUYECKUX MPOSABIIEHUN U XPOHUYECKOe peuu-
ausupyoliee TedeHne 3abonesanus [3]. BpoxaeHHbIN
cUUNNC XapakKTepusyeTcs pasfiyHbIMU KIIMHUYECKU-
MU NPOABMEHUAMMU, MopaxaeT 60MbLUIMHCTBO OpraHos
N CUCTEM U MOXET NPUBOAUTL K MEPTBOPOXAEHUIO U M-
6enu 60nbHOro pebeHka. lNepepava cucunuca ot mate-
pu pebeHKy ocTaeTcsa BaXHoW rnobansHon npobnemon
ob6LlecTBEHHOrO 3gpaBooxpaHeHus [4]. B oCHOBHOM
3TO CBA3@HO C HU3KWM couMalnbHbIM YypOBHEM Mate-
pu, O0TKa3oM 6epeMeHHbIX XEeHLNH OoT obcrnefoBaHus
U HabnwogeHns 3a 6epeMeHHOCTbIo. [1pyu NOMHOLEHHO
NpoBefleHHOM CKPWHWUHIE U CBOEBPEMEHHOM Jle4eHUn
cudmnnca Bo Bpemsa 6epeMeHHOCTHM yaaeTca nsbexartb
3apaxeHus nnoga.

MeouuunHckaa n coumansbHas 3Ha4YMMOCTbL Mpobre-
Mbl BPOX[AEHHOro cudwunuca o6ycnosreHa coxpaHs-
louenca 3aboneBaemMoCTbi0 AeTell 3TOW UHMEKUMENR
B Poccuiickon ®epepaumm, MynsTMOPraHHoW naTonoru-
el N BbICOKOW 1eTanibHOCTbI0 HOBOPOXAEHHbLIX, CIOX-
HOCTbIO AuarHocTuku [5]. 3aboneBaemMocTb BPOXOEH-
HbIM CUUIIUCOM 6LICTPO pacTeT BO BCeM mupe: ¢ 2016
no 2023 r. exerogHo perucTtpuposanocb oT 700 ThiC.
o 1,5 mnH cnyvaes [6]. B 2023 r. 3a6oneBaemMocCTb
BPOXAeHHbIM cudmunucom B Poccunckon ®depepaumm
no oTHoweHuto K 2009 r. cHmnaunack Ha 55,6% — ¢ 0,9 go
0,4 cnyyas Ha 100 TbIC. COOTBETCTBYIOLLLErO HaceneHus.
Yucno cnyyaes paHHero BpPOXAEHHOro cudunuca co-
Kpatunocb ¢ 187, 3apeructpmpoBaHHbIx B 2009 r., gons
KoToporo coctasnsana 29,3% o6Lero 4Yncna Bcex crnyva-
€B, BbISIBNEHHbIX cpean geten 0—14 net, go 11 cny4aes
B 2023 r.,, cocTtaBuB 32,5% [7]. B XaHTbl-MaHcuinckoMin
aBTOHOMHOM okpyre — tOrpe ¢ 1999 no 2024 r. 6bi10 3a-
pernctpmvposaHo 8 cny4yaes 3a6051eBaeMOCTU BPOXAEH-
HbIM cudpmnucom (1999 r. — 3; 2000 r. — 2; 2002 . — 1;
2016 . — 1; 2024 r. — 1)*. MNpun cUPUANTUHECKON WH-
dekunn oTMevalTCs 3NUAEeMUONorMyeckue nogbemsl
3a60neBaemMoCTi, KOTopble coBMapaloT ¢ yxyaleHnem
3KOHOMWKO-NMONUTMYECKON cuTyauum B rocyfapcrse
N, COOTBETCTBEHHO, COLMANbLHOro MOJSIOXEHNs Hacene-
HuA. B Halwen cTpaHe nNUK 3a60neBaeMoCTu NpUxXoann-
ca Ha rogbl lpaxpaHckon, Benukon oTeyecTBEeHHOM
BOWH, nNocneBoeHHoro nepuopa o 1949 r. [8]. C 1989 r.
Ha4yancsa camblil MOLLHBLIA 3a BeCb MOCNEBOEHHbIN ne-
puon nogbem 3aboneBaemMocTu cucpunucom. Ha doHe
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pacnaga CCCP, nageHus npou3BOACTBa, paspyLleHus
(PMHAHCOBOWN CUCTEMbI CTpaHbl, PE3KOro couunasnbHOro
paccnoeHus u KpuMmnHanusauum obLlecTsa, pocta 6e3-
pa6oTuubl, ankoronnama, HapkoMaHuu, MNPOCTUTYLIUK
npousoLuen B3pbIBHOM POCT Yucna 60nbHbIX. B aTOT ne-
puof 661110 OTMEYEeHO U pe3Koe yBennveHue 3abonesa-
€MOCTU BPOXAEHHbIM cudunmcom, kotopein Ao 1990 r.
pernctpupoBanu kasymctundeckun penko [9]. No HekoTo-
pbIM [@aHHbLIM, HOBLIN POCT 3a60neBaemMoCcTn oTMevaeT-
cqa ¢ 2021 r. Vicxoast 3 3TOro akTyanbHOCTb NPO6eMbl
BPOX/AEHHOro cudunuca B HacTosLee BpemMs BbICOKA.

Onucanue cnyyas

AHamHe3

Manbumk A., poxaeH B cpoke 33 Hepenu. PebeHok
OT TpeTbei 6epemMeHHOCTH, BTOpble poAbl MyTEM 3KC-
TPEHHOro Kecapesa ce4eHus. Macca Tena npu poxpe-
HuM — 1950 r, pocT — 40 cm. OueHka no wkane Anrap —
4-5 6annos.

AKyLLepCcKuin aHaMHe3s: nepsas 6epeMeHHOCTbL — ca-
MOMPOU3BOSbHLIN BbikMAbILW B 2021 . — BbicKabnnsaHue
NnonocTu MaTku; BTopas 6epeMeHHOCTb — CPOYHble POabl
B 2023 . NyTeM 3KCTPEHHOr0 KecapeBa Ce4eHns Ha cpoke
rectaumm 25 Hepenb. Cyaobba cTapliero pebeHka Heus-
BECTHA, C MaTepbio He NPOXUBaeT.

N3 aHamHe3a MaTepu pebeHka: Ha yyeTe B XeH-
CKOW KOHCynbTauum BO Bpems 6epeMeHHOCTU He COCTO-
ana, Y3W He npoxoguna, kK rTMHEKOnory He obpaianacs.
Mpwn o6cnegosaHMn B poanSibHOM OTAeNneHnn 6bina Bbl-
SIBMIeHa MOJNIOXUTENbHAsA KPOBb HA CUAWINC, Ha3HA4YeHO
poo6eneposaHue: XJ1 Ha cudpmunuc ot 21.08.2024 nono-
xuTtensHo — 25.83 (1.0); PCK, MPI1 ot 22.08.2024 — 4+
TnTp 1:16; PINIA ot 22.08.2024 — 4+; U®A Ha cudpmunuc
oT 22.08.2024 — cym.3+, IgG 3+, IgM 1+. 22.08.2024 na-
LiMeHTKa camMOBOJIbHO MOKMHYMa rnocfiepofioBoe oTaerne-
HWe, OT KOHCynbTaLuun Bpadva-gepmaTtoBeHeposiora oTka-
3anacs, oT pebeHka oTkasanach.

Mpn o6cneposaHun pebeHka WIXJ1T Ha cudpmnuc
or 21.08.2024 nonoxutensHo — 20,52 (1.0); MPM
oT 22.08.2024 — 1+; PIlA ot 22.08.2024 — 4+; N®A
Ha cndunmnc — cym.3+, Jg M 2+, JgG 3+. NepeBeneH B oT-
JerneHve OeTCKON peaHnmauuu.

Yepes 17 gHel nocne poxAeHus BuTanbHble napa-
MeTpbl oT 15.09.2024: TepmomeTpua — 36,6 °C; HCC —
136/MuH; Y — 42/muH; catypauusa — 99%; aHTpornome-
Tpus: macca Tena — 2120 Kr, pocT — 42 CM, OKPY>XXHOCTb
ronosbl — 29 cM, OKpYXHOCTb rpyan — 30 cMm.

DU3NKabHOE NCCIeH0BaHNE

Coctosinme Taxenoe. He cToHeT. Kpuk nuckns-
BbIA. [Mo3a nonydrnekcun. Peakums Ha OCMOTp XuBas.
[BuratensHas aKTUBHOCTb CHWXeHa. LiBeT: po3oBbii
C VKTEpUYHbIM OTTEHKOM. Ha Bonocmucrtom 4actu ro-
noBbl, 6POBAX, pecHuuax o4aros anoneunn Het. Jlvuyo
HanoMuHaeT «CTapyeckunm BuA», OAyTnoBaToe, Koxa
C YMEpPEHHON UHMUNLTpauunen, rpas3Ho-XenToro LBeTa,
TYpProp u 3nacTu4HOCTb CHUXeHbl (puc. 1). Ha koxe Ty-
NoBULLIA HEMHOrOYUCNEHHble 6nefHble neTexunarnbHble
BbICbINAHUSA, HE ncYes3arLme Npu HagasnMBaHUn npeg-
MeTHbIM cTeksioM (puc. 2). Koxa n6a, nagoHewn (c nepe-
XO[0M Ha KOXY Nny4e3ansiCTHbIX CyCTaBOB) U MOAOLLB Ha-
nps>XXeHHasa, 6nectawias, WHOUNLTPUPOBAHHAA, UMeeT

*Ctatuctmnyeckme aaHHole BY XMAO — [Orpbl «CKKB[» ¢ 1999 no 2025 r.

B BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(4):81-89
B Vestnik Dermatologii i Venerologii. 2025;101(4):81-89

Vol. 101, Iss. 4, 2025



HABMOOEHNE N3 MPAKTUKN / CLINICAL CASE REPORTS

Puc. 1. «Crap4eckuit Bug» HOBOPOXAEHHOTO
Fig. 1. “Senile appearance” of the neonate

«TaKMPOBaHHbIN» BUA, NOKPbITA MHOXECTBEHHLIMU MeT-
KOMnacTUHYaTbIMK XenToBaTbiMn YellynkaMmu 1 o6pbIB-
kamu anugepmuca (puc. 3). No nepudepun nHbunsTpa-
LU — HEMHOro4ucneHHble po3osble nanynsel Ao 0,3 cm.
Ha koxe Lewn Koxa runepemMmposaHa n MalepupoBaHa,
TpewmH HeT. Hapy>XHble nofioBble opraHbl chopMUpoBa-
Hbl MPaBUIILHO, MO MYXCKOMY TUNy, 6e3 cneunduiecknx
BbICbINaHU. Ha Koxe 6efep, roneHen, naxosom o6nacTu
cneunduyeckmnx BbiCbinaHu HeT. NaxoBble numdaTm-
Yeckue yanbl He yBenn4yeHsbl. [MoJKOXHO-XUPOBON CIon
pas3BuUT HeJOCTaTOYHO, MAaCTO3HOCTb. Typrop TkaHen Oo-
CTaTo4HbIn. Buavmble cCnuM3ncTble 4YUCTble, BRAXHbIE,
po3oBble. MbIleYHbIA TOHYC CHUXEH. Tpemop OTCyT-
cTByeT. Pedpnekcbl HOBOPOXAEHHOIO CHWMXEHbI. [pyaHas
KneTka cMMMeTpuyHas, npasunsHas. Keanoremaroma:
HeT. Knouunubl: uensle. Nopoku passBuTus: BUAUMbIX HeT.
CTturmbl gn3ambpuoreHesa: HeT. [bixaHne 4epe3 HOC:
csobopHoe. OTgensemoe 13 Hoca: HeT. dopma rpyaHomn

a

Puc. 2. Ha koxe TynosuLLa 61eHbIe NeTeXnanbHbIe BbIChINaHNs
Fig. 2. There are pale petechial rashes on the skin of the trunk

KNeTKU: uMnuHapuyeckas; cuMMeTpuyHasn. AycKynbTa-
TUBHbIE OaHHbIE: OblXaHWe B Nerkux nyapusibHoe; npo-
BOAUTCA BO BCe OTAESbl; MEPKYTOPHO 3BYK SErOYHbIN.
Xpunbl He BbicnywmnsarTca. buomexaHuka AObixaHus
He HapyweHa. CeppLe: OesaTenbHOCTb PUTMUYHASA, nep-
KYTOPHO rpaHuubl cepaua cnpasa no npaBow napacrep-
HanbHOW NUHUK, cneBa — Ha 0,5 cM OT CpeaMHHO-KII0-
YUYHOW NUHUU KHaAPYXWK, B nornepevyHnke — 3 cM. TOHbI:
3BYYHblE; ACHble. LUym He BbicnywmBaetca. [Nynscauns
Ha 6e[lpeHHbIX apTepusax CUMMeTpUYHas, 4OCTaTO4HOro
HanonHeHus. XKNBOT: MArKWUI; AoCTyneH nanbnauun. MNe-
pucTansTUKa KUWeYyHuKa: akTueHas. lNMeveHb: Npu nans-
naumun Kpam nevyeHu nNNOTHO-31aCTUYHON KOHCUCTEHLNM,
+ 0,5 cm n3-nopf Kpas pebepHon Ayru, NnepKyTOpHO B npe-
Jenax Bo3pacTHo HopMbl. Cene3eHka: He yBenu4veHa.
PasBefeHue Hor B Ta306efpeHHbIX CycTaBax: 4OCTaTou-
Hoe. MoyeucnyckaHue cBob6ofHoe. LiBeT Mo4un: cBeTno-
XXENThIN.

6

Puc. 3. Koxa nagoHeii ¢ nepexofiom Ha Koxy Ny4e3anscTHbIX CyCTaBOB (a) 1 koxa Nof0LLB (6) HaNpSXKeHHas, ONecTALLas, MHPUALTPUPOBAHHAS, NMEET «aKMpPOBAHHbIA>» BIL,
MOKPbITA MHOXXECTBEHHbIMI MENKOMNACTUHYATLIMIA XENTOBATLIMY YeLLlyiikamu 11 06pbIBKaMy aninaepmuca (MHdmaLTpauus Fox3nHrepa)

Fig. 3. The skin of the palms with transition to the skin of the wrist joints (a) and the skin of the soles (6) is tense, shiny, infiltrated, has a “varnished” appearance, covered with
multiple small-plate yellowish scales and fragments of the epidermis (Hochsinger’s infiltration)
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Pe3synbratsl nabopatopHoro

Y UHCTPYMEHTA/TbHOr0 UCC/I60BaHNSA

20.08.2025 — nenkounTapHaa copmyna (taén. 1),
06N aHann3 Kposwm (Tabn. 2).

20.08.2024-22.08.2024 — 6uoxmmMmnyeckue nccneno-
BaHWs KpoBu (Taén. 3).

21.08.2024 — 06WNIA (KIIMHWUYECKNA) aHanM3 MouW.
LiBeT: TemHO-XenTbld, Mpo3padvHas; OTHOCUTEeNbHas
nnotHocTb > 1030 (1008-1026); pH — 5,5 en. (5,0-7,0);
rNioKo3a — OTpuUaTenbHO; aueToH — He OOHapyXeH;
nenkounTtbl — 1-2 B none 3peHuns (0—6 B none 3peHus);
apuTpounTbl — 8—10 B none 3peHns (0—2 B none 3peHus);
ANUTENUA — €[AMHNYHBIN B rone 3peHunsl, He6orbLLIOoe KO-
NMYEeCTBO; conu: ypaTbl — 2+; 6enok — 2,40 r/n (< 0,11 r/n).

21.08.2024:

MONEKYNAPHO-6MONOrNYecKoe UCCriefoBaHne Ha rpu-
6bl pona kaHavaa (Candida spp.) — He 06HapYXeHo;
MOJIEKYNAPHO-6MONOrMYEeCcKoe UccnegoBaHMe Moym Ha
umtomeranosupyc (Cytomegalovirus) — He 06HapYXEHO;
MMUKpOBMONOrnyecKoe (KynsTypasnbHoe) uccnegosaHue
OTOENAEeMOro BEPXHUX AblXaTeslbHbIX MyTen Ha MUKPO-
dropy — HeT pocta MUKpPOdIopbl.

26.08.2024 — mMuKpobuonornyeckoe (Kynbtypanb-
HOe€) nccnegoBaHve KpOBU Ha CTEPUTBHOCTbL — HET pocTa
MUKPOIOpsI

HeoHaTanbHbI!  CKPUHWMHI:  beHunanaHuH-1  —
0,7 mr/gn (< 2,0); TMpeoTponHbIn ropmoH-1 — 1,1 MKEA/mMn
(< 9,0); MmyHOpeakTMBHbIN TpuncuH-1 — 17,0 Hr/Mn

Tabnuua 1. JleikouuTapHas topmyna
Table 1. Leukocyte formula
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(< 57,0); 17 OH nporectepoH-1 — 3,9 monb/n (< 30,0 —
HeOOHOLLEHHbIE, < 13,9 — OOHOLLEHHbIE); ranakTo3a-1 —
5,0 mr/gn (0,0-7,1).
HenpsMon aHTUrMo6yNMHOBLIN TecT (TecT Kymbea) —
oTpuuaTenbHbIn;
nNpsiMON aHTUrNOBYNMHOBLIA TecT (npsmas npoba
Kym6ca) — oTpuuaTtenbHbIi.

KoHcynbtaymn Bpayei

21.08.2024 — ocMOTp Bpa4oM-HEBPOSIOroM B oTAerne-
Huu ctaumoHapa: P91.0. Tmnokcmnyeckn-remopparmyeckoe
nopaxenue LIHC cpegHen cteneHun TaxecTtun. BHyTpuxe-
nypo4koBoe KposouanusHue Il ctenenn cnpasa. CuHgpom
yrHeTeHusa LIHC.

11.09.2024 — ocMOTp Bpa4OM-HEBPOIOroM B oTaene-
HUM cTaumoHapa: P91.0. MNMepunHaTtanbHble FMMNOKCUYECKU-
remopparun4deckoe nopaxenue LIHC cpegHen ctenexm Ts-
XecTu. BHyTpmxenygovkosoe KposouanusaHue |l cteneHn
cnpasa. BHyTpuxenynoykosoe KposomanusaHue | ctenexmn
cneBa. CuHgpom yrHeteHus LIHC. PekomeHOoBaHoO: Hew-
pocoHorpadus, AMHaMnyeckoe HabngeHue.

24.08.2024 — ocMOTp Bpa4yoM-odTasibMOSIOrom B OT-
JeneHuu ctaymoHapa: H30.1 QuccemMunHMpoBaHHOE Xopu-
opeTuHanbHoe BocnaneHne (XopuopeTuHuT). PekomeH-
[0BaHO: OCMOTP B AUHamMuKe B 1 mecau,.

20.09.2024 — ocMOTp Bpa4oM-0pTasibMOSIOrom B OT-
JeneHnn cTtauuoHapa: Ha MOMEHT OocMoTpa nartonoruu
opraHa 3peHusi He BbIsiBfieHO. [Ma3Hoe AHO B HopMe.

3epHucTbie rpaHynounTsl, %

He3epHucTbie rpaHynountsbl, %

Hentpodhunsbl
bazochunel 3031HOUNbI Jlumcpouutsl MoHOUMTBI
tOHbIE ManoykosgepHble CermeHTOsAEPHbIE
0 1 3 2 38 48 8
NcTuHHBIX neiikoumnTos 22,3x10%n.
Tabnmua 2. 06LWi aHanu3 Kposi
Table 2. General blood test
Hassauue Mokasarens Hopma

Nenkountel WBC, x 10%/n 73,1 11,4-22,0
femorno6un HGB, r/n 141 168-212
Aputpouutsl RBC, x 10'2/n 3,2 4,0-6,6
CpepHuit 06bem aputpoumntos MGV, fL 121 80-100
CpefHui ypoBeHb remorno6uHa 8 aputpouute MCH, pg 44 27-31
CpepHas apuTpoLMTapHan KoHUeHTpaumsa remorno6uHa MCHG, r/gn 36,7 33,0-37,0
fematokput HCT, % 38,5 40,0-48,0
AHunzountos aputpoumtos RDW, % 34,0 11,5-14,5
Nupekc pacnpenenerns aputpountos RDW-SD, fL 156
Tpom6oumTsl PLT, x 10%/n 40 208-410
CpepHui 06bem TpombouuTo MPV, fL 10 5-13
NHpekc pacnpeaenenus tpombountos PDW, % 18 10-18
Tpom6okput PCT, % 0,0 0,1-0,5

B BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(4):81-89
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Tabnuua 3. broxumnyeckine NCCNeaoBaHNs Kposu

Table 3. Biochemical blood tests

HABMOOEHNE N3 MPAKTUKN / CLINICAL CASE REPORTS

Ha3BaHue Moka3sarenb Hopma Dlata
Anb6yMuH, r/n 16 28-44 20.08.2024
Bunupy6uH cBA3aHHbIA, MKMOAb/N 23,6 0,0-3,4 20.08.2024
[moko3a, MMonb/n 3,40 3,90-6,10 20.08.2024
Kanuit, mmonb/n 4.4 3,6-6,0 20.08.2024
KpeaTuHUH, MKMONb/N 70 27-88 20.08.2024
MoyeBuHa, MmMonb/n 3,9 1,4-4,3 20.08.2024
Hatpuit, mmons/n 137 130-145 20.08.2024
06wuin 6enok, r/n 31 41-63 20.08.2024
06LwniA 6UNUPY6UH, MKMOJb/N 58,6 24,0-149,0 20.08.2024
06Lwmnit KanbLuin, MMONb/N 2,72 1,90-2,60 20.08.2024
061Kt MarHwnii, MMONb/n 0,88 0,73-1,06 20.08.2024
Tpom6oumnTbl No GoHmo, x 10%/n 31 180-320 20.08.2024
ANT, Ea/n 172 13-45 20.08.2024
ACT, Ea/n 455 25-75 20.08.2024
Kpeatunkunasa, Ea/n 128 0-194 22.08.2024
NakTatpernaporenasa, Eg/n 6453 290-775 22.08.2024
LlenoyHas poccharasa, En/n 308 75-316 29.08.2024
C-peakTuBHbI 6e10K, Mr/n 15,20 0,00-10,00 20.08.2024

21.08.2024 — ocmoOTp Bpaya xupypra: Ha MOMEHT
OCMOTpa AaHHbIX 3a OCTPYI0 XUPYPruyeckyto naTonoruio
He BbISIBNEHO.

Onucanue nnayeHTsl

Makpockonuyeckoe onucaHue. Macca nnaueH-
Tbl — 689 r, pa3amepbl — 24x17x3 cM. NnaueHTapHo-nnoa-
HbIN KO3 puumeHT — 0,00.

lMnopHas NoBepXHOCTb — OTCONKa aMHMOHa. LiBeT —
cepbii. Cocyabl — Tvn BeTBNEHUs paccbinHon. KpoeeHa-
nosiHeHne — Marnokposwue. basanbHas nnacTuHka — Aorb-
4aToCTb, BblpaxeHa. CocTosiHue — gedeKTbl, pa3pbiBbl.

Makpockonuyeckoe onucaHne — KanbuudukaTsl:
HeT. CrycTkun KpoBu — ecTb. Ha pa3pese kpoBeHanonHe-
HUA — necTpas.

lMynoBuHa: uset — 6enecoBartbiil; AnvHa — 46 cwm;
TOMWMHA: MUHMManbHas — 1 CM, MakcumanbHasa —
2,3 cM. Macca — 49 r. Konnyectso cocynoB — 3. Yaenb-
Haa Macca nynosuHbl — 1,07. lMpuKpenneHne — ueH-
TpanebHoe. OTek — ymepeHHbIn. O60n04ku: macca— 16 r;
LBET — Cepblii; BUG — TOHKMeE, TycKnble. O60104KuM Nnpea-
CTaBreHbl TONbLKO aMHMOHOM.

Mukpockonuyeckoe onucaHue. BunnesHoe fepeso
C Mpu3Hakamu naTonoruvyeckon Hespenoctn. OTmevaroT-
csl (POKyChbl OTNOXeHus dpubprHomaa, nbpo3 CTPOMSI,
MarioKpoBMe COCYL0B BOPCUH U MEXBOPCUMHYATOro Mpo-
cTpaHcTBa. JlenmkouuTtapHas WHUABTPAUUSA (++) XOpwu-
anbHOM NNacTUHKKN, 6a3anbHON NNAcTUHKK, CTPOMbI HacTu
BOPCUH C (POPMUPOBAHNEM TMNEPTPODUYECKOrO BUMITY-
3UTa, AecKBamMaTVBHO-AUCTPOMUYECKUMN U3MEHEHNAMU
XOpuarsnbHOro anuTenusa, opMmnpoBaHnem BocnanuTens-
HbIX MH(APKTOB, B pafe y4acTKoB oTMe4vaeTcs conuxe-
HUEe BOPCUH C (POPMUPOBEHUEM «TOSNMALLMUXCH BOPCUH».
O601104KMN C OTEKOM, 04arOBbIMU KPOBOUSNNAHUAMMU, NEN-

T. 101, Ne 4, 2025

KOLMTapHON MHWnbTpaunen BCeX CMoeB (++), nonsamm
Hekpoaa. [ynoBrHa ¢ 0TEKOM U NerKoumuTapHON NHOUNb-
Tpauuen BapToHOBA CTyAHa, B CTEHKE apTepui U BEHbl —
nevikouuTapHas MHUILTpaUms, Kanbundukarsbl.
3aknoyeHne: Mopdonorniyeckne NpU3Hakm cMeLLaH-
HOro nHdULMpoBaHus nocnega 3-n ctaguu, BbI3BaHHOMO
Treponema pallidum (N0 MOPMONOrMYECKUM LOaHHbIM):
FHOMHO-HEKPOTUYECKMI MEeMOPaHUT, nnaueHTapHbIN XO-
PUOAMHUOHUT,  COCYOUCTO-CTPOMAIbHBLIN  DYHUKYNNT,
MyNbTUdOKamNbHbLIA MPOAYKTUBHBIA rUNepTpodruyeckuni
BUNNY3UT, 6a3asbHbli AeunayuT; XpoHN4eckasa CyoKoM-
neHcmMpoBaHHas nnavleHTapHas HeloCTaToO4YHOCTb.

06ocHoBaHue AnarHo3a

[unarHos 6bi1 NocTaBneH Ha OCHOBaHUM CrepyoLmx
OCHOBHbIX KpUTEPUEB: 06HaPYXXEHNs y pebeHKa KinHuye-
CKUX NPOABMEHUI 3a6051eBaHNS; NONOXUTENBHbIX Pe3yrib-
TaToB CEpONOrMYecKnx peakuum y pebeHka; BbIfBEeHUs
MaKpOCKOMMYeCKMX 1 NaToOMOpPONorn4eckmx npu3HaKkos
M3MEHEHMUA MnaLeHTbl; BbIABIEHUA Y MaTepu cudunuca,
noATBEPXAEHHOro pesynsrataMm Ceposriormn4eckux MeTo-
[0B ANarHoCTUKM.

HOunarnos: A50.0 PaHHWA BPOXAEHHbLIN CcUUINC
¢ cumnTomamn (anddysHaa MHpunsTpauusa Koxn lox-
3UHrepa).

JleveHue: pactBop uedTprakcoHa 50 Mr/kr/cyT B fBa
BBefeHus Yyepes 12 4 B/B kanenbHo Ne 28.

Yicxopq v pesynbTatbl MOCAEeAyOLLEro HabmiogeHns

Mony4nn nonHbLIN Kypc cneundu4eckoro neveHus
C NONOXMWTENbHON AMHAMUKOW, KITIMHNYECKME NPOSBEHUS
3abonesaHva perpeccuposanu (puc. 4), nabopaTopHble
nokasarenu ynyy4wmnucbe. PekomeHgoBaHO AvHamuye-
ckoe HabngeHue y HeBponora. Pe6eHok nocne peabu-
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Puc. 4. Perpecc BbICbiNaHWii KOXI NaA0HHO NOBEPXHOCTIA KUCTEN (&) M NOAOLLIBEHHOI NOBEPXHOCTY CTON (6)
Fig. 4. Regression of skin rashes on the palmar surface of the hands (a) and rashes on the plantar surface of the feet (6)

nuTaumm BbINUCaH B YOOBNIETBOPUTESIBHOM COCTOSHUW.
Pogutenun pebeHka oOTKa3anucb OT HEro, YKIOHSATCA
OT o06cCnefoBaHns U rnevyeHus cudunuca, HaxopaTcs
Ha BbI30BaXx MaTPOHaXKHOW CNyX6bl. 3a pe6eHKOM yxa-
XnBaeT ero 6abyLika — OneKkyH. JledeHne npoMcxoamsno
B nepuopg 23.08.2024 no 19.09.2024.
Hanee npepcTtasneHbl pesynstaTbl CEPONOrMYEeCcKnx
MEeTO[OB UCCNefoBaHNs B AMHAMUKE:
= XJ1 Ha cudmnuc: ot 21.08.2024 — 20,52 (1,0); oT
30.08.2024 — 18,57 (1,0); o1 06.09.2024 — 17,14 (1,0);
oT 20.09.2024 — 19,97 (1,0); ot 20.11.2024 — 20,11
(1,0);
= PMI Ha cudunuc: ot 22.08.2024 — 1+; ot
02.09.2024 — 1+; ot 09.09.2024 — 1+; ot
02.09.2024 — 1+; o1 21.11.2024 — oTpuLAaTENBLHO;
= PMIrA Ha cucwunuc: ot 22.08.2024 — 3+; oT
02.09.2024 — 3+4; ot 09.09.2024 — 3+; ot
21.11.2024 — 1+;
5 NDA Ha cudpunuc: ot 22.08.2024 — cym.at. 3+,
1gG 3+, IgM 2+; o1 02.09.2024 — cym.aT. 3+, IgG 2+,
IgM 1+; oT 09.09.2024 — cym.at. 3+, IgG 2+. IgM 1+;
o1 23.09.2024 — cym.aT. 2+; o1 09.09.2024 — cym.aT.
2+, 1gG 1+, IgM oTpuuaTensHo.

O6cyxpeHue

MpvBeAeHHbIN  KNWHWYECKUI  CcrlyyYah  paHHero
BPOXAEHHOro cudunuca nokasbliBaeT, 4TO, HecMoTps
Ha COBpeMeHHble MeTofAbl AWarHOCTUKW, AOCTYMHOCTb
MeOVLUMHCKON MOMOLLW, MOBbLILEHHYIO HaCTOPOXEH-
HOCTb Bpa4en-gepMaTtoBeHeposioros, neamMaTpoBs, aky-
LLIepOB-rMHEKOSIOroB B OTHOLLEHUN BbIIBNIEHNS cudunnca
M MeTodbl NpodunakTuku, npobnema cudwunuca B co-
BpeMeHHOM Mupe coxpaHseTcsa. B gaHHoM cnyvae pas-
BUTWIO 3a60M1eBaHUA NOCMYXWUIIO MOSTHOE UTHOPUPOBaHMe
poauntenamm pebeHka Heo6XxoAMMOCTM o6cnefoBaHus
M HabnogeHusa 3a 6epeMeHHocTblo. Kak nokasbiBaeT
3TOT criy4an, HECMOTPS Ha TAXenoe CoCTosiHue pebeHka
1 HebnaronpuaTHbIA NPOrHoO3, NPU COBPEMEHHOM NOAXO-
e K 06¢crnefoBaHnio U neveHnto HOBOPOXAEHHbIX AeTen
C BPOX[AEHHbLIM CUMUIUCOM YyaAaeTcs [OCTUYb MONOXMU-
TenbHOro peaynerara B neveHuun. LLinpokas pacnpocTpa-
HEHHOCTb M JOCTYMHOCTb KBanMuLMpPOBaHHOIo AOPOAO-

B BecTHuk gepmatosnoruun u eHeposnorun. 2025;101(4):81-89
B Vestnik Dermatologii i Venerologii. 2025;101(4):81-89

BOro HAb6MOAEHUS, BKOYAlOLLEro aHanns3 MeuLmMHCKOro,
aKyLLepcKoro U coumanbHOro aHamHesa marepu, no3so-
NS0T BOBPEMS BbISBNATL CEPOMNO3UTUBHBLIX 6epeMEHHbIX
>KEHLLWH 1 NPUMEHATL CBOEBPEMEHHOE NleveHne Bo nsbe-
XXaHwe TpaHcnnaueHTapHoOW Unn MHTpaHaTanbHoON nepe-
Jayn Bosbygutens [10, 11]. B onucaHHOM KIMHUYECKOM
cny4ae matb pebeHKa He Habnganacb B XEHCKOW KOH-
cynsTauMm 1 He npoluna oécnefosaHne AN BbIIBNEHUs
MHULMPOBAHHOCTK 651€HOM TPENOHEMON, YTO caenano
BO3MOXHOW nepepavy WHMeKunn pebeHky u passutue
y Hero paHHero BpoxgeHHoro cudwmnuca [10]. Ucxons
M3 3TOr0 Heo6XoAMMO 3aHMMaTbCA NPOMNaKTU4EeCKon
paboTon, OCHOBHbLIM HanpaBfieHNEM KOTOPOW ABNSAETCA
MHOpMUpoBaHMe N oby4veHne LieneBbIX rpynn Hacene-
HUA — >XEHLUWH PenpofyKTMBHO akKTMBHOIO BO3pacTa,
nuu, BCTynawwmx B 6pak, CynpyXecknx n napTHEpPCKUX
nap, NaHupyrLWmMx 6epeMeHHOCTb, MONoAbIX poauTenen,
nogpocTkos [12].

3aknioyenue

HecMoTpsi Ha cToMKoe CHUXeHWe peructpauum cny-
YaeB BPOXAEHHOro cudunuca Ha scen Tepputopun Poc-
curickon ®epepaumn, npobrnema ocTaeTCcs akTyanbHOMU
BBUAY TAXENOro Te4eHUs U BepOsiTHON BbICOKOW neTanb-
HocTu. B onncaHHOM crnyvyae [OCTUMHYT MONOXUTENbHLIN
pesynbTar fiedeHuss paHHero BPOXAEHHOro cudunuca
y nauueHTa. lNoaTBepXAeHO, Y4TO MpU CBOEBPEMEHHOM
ONarHocTKe peKoMeHAoBaHHbIe A1 neYeHns cudunuca
npenapaTbl BbICOKOS(MMEKTUBHLI U MPOrHO3 AN XU3HK
6narornpuaTHbIN.

PacnpocTtpaHeHue cudgmnuca, 6e3ycrnoBHO, CBA3AHO
C coumanbHbIMM OCOGEHHOCTAMM 06LLecTBa. ITO AUKTYET
HEeO6X0AMMOCTb  AafibHENLIEro MOHUTOPUHIa  UHAEKLMU
W yCcuneHus npodunakTuyeckorm paboTbl MO BbIABIEHUIO
3aboneslmx cucpunucom. [puumHamu, nNOBbILIAOLLMMMK
pUCK pOXAEHUSA BOMbHBLIX CUCIUITMCOM AETEN, ABNSAIOTCA OT-
CyTCTBME [OPOAOBOro HabmoAeHus, obpalleHne >XeHLUMH
B XKEHCKME KOHCYIbTaUmmy Ha NO3AHMX CPOKax 6epeMeHHOCTH,
MX HU3KUA MOpasibHbIN U coumanbHbIA YPOBEHb, YTO TpebyeT
OT MeAMUMHCKUX pabOoTHWKOB MPOBEAEHUs NpodunakTmnye-
CKOWM pasbsCHUTENBbHOM paboTbl Cpean HaceneHus 1 NoBbl-
LLIEHHOW HAaCTOpOXeHHOCTH B oTHOLeHU cucpunmca. il
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