ISSN 0042-4609 (Print)
ISSN 2313-6294 (Online)

BECTHFVK

AEPMATOANOI'MH 1 BEHEPOAOI'MHA

Hay4Ho-npakTtnyeckuii peLeH3npyeMbin XypHal

VESTNIK

DERMATOLOGII I VENEROLOGII

Peer-review medical journal

Tom 98, 2022, No 6
Vol. 98, 2022, No. 6




BECTHHK

JAEPMATOAOI'MH U BEHEPOAOI'MH

Hay4HO-NpakTM4ecKuin peLeH3npyemblin XypHar

T. 98, Ne6, 2022

®EJEPAJTBHOE FOCYAAPCTBEHHOE BIOIKETHOE YYPEXXIJEHVE
«[OCYJIAPCTBEHHbIV HAY4HBIA LIEHTP IEPMATOBEHEPONOM WV
N KOCMETONOr K> MUH3IPABA POCCIN

«BECTHUK OEPMATONIOI M 1 BEHEPOJ1OI N>
PeLeH3npyemblii Hay4HO-NPAKTUYECKMIA XYPHan.
OcHogaH B 1924 rogy

JKypHan 3apeructpupoBaH ®efiepansHoli cnyx60i no Haa3opy B cdpepe
CBA3N, MH(DOPMALMOHHBIX TEXHONOMMIA 1 MACCOBBIX KOMMYHUKaLWiA
(PockomHazsop)

CBMAETENLCTBO O PErCTpaLMm CpeAcTBa MaccoBoii MHGopMaLmun
[T Ne ®C77-60448 o1 30.12.2014

Anpec peaakuuu

107076, r. Mocksa, yn. KoponeHko, a. 3, cTp. 6,
®rbY «HUOK>» MuH3gpasa Poccun

Ten.: +7 (499) 785-20-96

E-mail: vestnik@cnikvi.ru

www.vestnikdv.ru

Menemxep no peknave
Bonkosa A.P.

Ten.: +7 (499) 785-20-21
E-mail: karapetyan@cnikvi.ru

Pepakuus He HeCET OTBETCTBEHHOCTM 32 COAEPKAHME PeKnambl
Llena ceo6oHas

13aatens xypHana: AKLMOHepHOe 06LLECTBO
«DUHAHCOBbIN N3AATENbCKNIA AOM «[1en0BOIi 3KCNpecc»
Anpec: 125167, r. Mockea, yn. Bocemoro Mapta 4-4, 4. 6a
Ten.: +7 (495) 787-52-26

Tupax 4600 ak3

OtneyaraHo B Tunorpaduu «<PUMMUNHN»
Appec: 603104, r. HwxHuin Hosropog, yn. KpacHo3sesaHas, 4. 7a

Mopnucka

AO «[Moyta Poccuu». MoanucHon naaekc — MNce618

000 «AreHtcTBo «KHura-Cepauc». MognucHoi nHgekc — E33098
000 «Ypan-lpecc Okpyr». MoanucHoi nuaekc — 14074

OTBeTCTBEHHbIN cekpeTapb
Kapamosa A. 3., K.M.H. (Mocksa)
ORCID iD: http://orcid.org/0000-0003-3805-8489

Hay4Hble pegakTopbl

3acnasckuin [1.B., n.M.H., npocbeccop (CaHkT-lNeTepbypr)
ORCID iD: http://orcid.org/0000-0001-5936-6232
Cokonosckuii E.B., o.m.H., npocheccop (CankT-MeTepbypr)
ORCID iD: http://orcid.org/0000-0001-7610-6061

OBLLEPOCCHINCKAS OBLLIECTBEHHAS OPTAHIU3ALIUA
«POCCUCKOE OBLLIECTBO AEPMATOBEHEPOJI0r 0B
N KOCMETOJ10r 0B~

OCHORAND # ARTYCTA 1885 (A

[MaBHbIN pegakTop
KybaHoB A. A., A.M.H., npodheccop, akagemuk PAH (MockBsa)
ORCID iD: http://orcid.org/0000-0002-7625-0503

3aMecTuTenNb rMaBHOro pegakTopa
Camuos A.B., o.M.H., npocbeccop (CaHkT-MeTepbypr)
ORCID iD: http://orcid.org/0000-0002-9458-0872

YneHbl pegakuMoHHOW Konnermm
Apasuiickas E. A., o.m.H., npodpeccop (CankT-MeTep6ypr)
ORCID iD: http://orcid.org/0000-0002-6378-8582
bakynes A.J1., o.m.H., npocpeccop (Capatos)
ORCID iD: http://orcid.org/0000-0002-1450-4942
Benoycosa 1. 3., a.m.H., npocheccop (CaxkT-leTepbypr)
ORCID iD: http://orcid.org/0000-0002-4374-4435
[epsa6bud [.T., A.6.H., npocpeccop (Mocksa)
ORCID iD: http://orcid.org/0000-0002-2495-6694
[y6enckuni B.B., o.m.H., npocpeccop (Teepb)
ORCID iD: http://orcid.org/0000-0002-1671-461X
3HameHckas J1. ., g.m.H. (Mocksa)

ORCID iD: http://orcid.org/0000-0002-2553-0484
MaptbiHoB A. A, A.M.H., npodeccop (Mocksa)
ORCID iD: http://orcid.org/0000-0002-5756-2747
Onucosa 0.10., a.m.H., npocpeccop (Mocksa)
ORCID iD: http://orcid.org/0000-0003-2482-1754
MepnamyTpos K. H., a.m.H., npodeccop (Mocksa)
ORCID iD: http://orcid.org/0000-0002-4837-8489
lnaxosa K. ., o.m.H. (MockBsa)

ORCID iD: http://orcid.org/0000-0003-4169-4128
Paxmarynusa M.P., a.m.H., npodeccop (Mocksa)
ORCID iD: https://orcid.org/0000-0003-3039-7769
Pykwa T.T., A.M.H., npodeccop (KpacHospck)
ORCID iD: http://orcid.org/0000-0001-8142-4283
Conomka B.C., A.6.H. (Mocksa)

ORCID iD: http://orcid.org/0000-0002-6841-8599
XaipytauHoB B.P., a.m.H. (CaHkT-MeTep6ypr)
ORCID iD: http://orcid.org/0000-0002-0387-5481
Andris Rubins (Ilatsus)

Jacek Szepietowski (MonbLua)

ORCID iD: https://orcid.org/0000-0003-0766-6342
Jerry Tan (Kanaga)

ORCID iD: https://orcid.org/0000-0002-9624-4530
Torello Lotti (UTanus)

ORCID iD: https://orcid.org/0000-0003-0840-1936

XypHan BxopuT B lepeyeHb BefyLNUX peLeH3upyeMbIX HayYHbIX XYPHANOB U 3aaxuii, pekomeHaoBaHHbIX BAK Muno6pHaykn Poccuu

AnekTponHas Bepcus xypHana «BECTHUK JEPMATOJIOrMWA U BEHEPOJIOMMW» pa3meweHa Ha caiite xypHana www.vestnikdv.ru u caitte HayuHoii

3NEKTPOHHOI 6ubnuoTekn www.elibrary.ru

XypHan «<BECTHUK JJEPMATOJIOrMA U BEHEPOJIOTUW» Bknto4eH B Poccuitlcknii MHAEKE Hay4Horo uutupoBanus (PUHLL),
B 6a3y AaHHbIX Russian Science Citation Index Ha nnatchopme Web of Science, Ulrich's Periodicals Directory, Biosis Previews Web of Science, Scopus



VESTNIK

DERMATOLOGII I VENEROLOGII

Peer-review medical journal

V. 98, No. 6, 2022

STATE RESEARCH CENTER OF DERMATOVENEREOLOGY
AND COSMETOLOGY, MINISTRY OF HEALTHCARE
OF THE RUSSIAN FEDERATION

VESTNIK DERMATOLOGII | VENEROLOGII
Peer-Reviewed Scientific and Practical Journal.
Established in 1924

The journal is registered by the Federal Service for Supervision of
Communications, Information Technologies and Mass Communications
(Roskomnadzor)

Certificate of Mass Media Registration M1 No. ®C77-60448 dated
December 30, 2014

Editorial Address

Korolenko str., 3, bldg 6, 107076, Moscow
tel.: +7 (499) 785-20-96

e-mail: vestnik@cnikvi.ru
www.vestnikdv.ru

Advertising Manager
Volkova A.R.

tel.: +7 (499) 785-20-21
e-mail: karapetyan@cnikvi.ru

Free price

Publisher Office of the Journal

Financial Publishing House “Business Express”
Address: 4th str. 8 March, 6a, 125167, Moscow
Tel: +7 (495) 787-52-2

Run: 4600 copies

Printed by “RIMMINI”
Address: Krasnozvezdnaya str., 7a, 603104, Nizhny Novgorod

Subscription

Catalog of the “Press of Russia”. Subscription index — G618
BOOK SERVICE agency. Subscription index — E33098
Ural-Press Okrug directory. Subscription index — 14074

Executive Editor
Karamova A.E., Cand. Sci. (Med.) (Moscow)
ORCID iD: http://orcid.org/0000-0003-3805-8489

Science Editors

Zaslavsky D. V., Dr. Sci. (Med.), Professor (St. Petersburg)
ORCID iD: http://orcid.org/0000-0001-5936-6232
Sokolovskiy E. V., Dr. Sci. (Med.), Professor (St. Petersburg)
ORCID iD: http://orcid.org/0000-0001-7610-6061

ALL-RUSSIAN PUBLIC ORGANIZATION
“RUSSIAN SOCIETY OF DERMATOVENEREOLOGISTS
AND COSMETOLOGISTS”

OCHORAND # ARTYCTA 1885 (A

Editor-in-Chief

Kubanov A.A., Dr. Sci. (Med.), Professor, Academician
of the Russian Academy of Sciences (Moscow)

ORCID iD: http://orcid.org/0000-0002-7625-0503

Deputy Editor-in-Chief
Samtsov A.V., Dr. Sci. (Med.), Professor (St. Petersburg)
ORCID iD: http://orcid.org/0000-0002-9458-0872

Editorial Board

Araviyskaya E. A., Dr. Sci. (Med.), Professor (St. Petersburg)
ORCID iD: http://orcid.org/0000-0002-6378-8582
Bakulev A.L., Dr. Sci. (Med.), Professor (Saratov)
ORCID iD: http://orcid.org/0000-0002-1450-4942
Belousova I.E., Dr. Sci. (Med.), Professor (St. Petersburg)
ORCID iD: http://orcid.org/0000-0002-4374-4435
Deryabin D.G., Dr. Sci. (Biol.), Professor (Moscow)
ORCID iD: http://orcid.org/0000-0002-2495-6694
Dubensky V.V., Dr. Sci. (Med.), Professor (Tver)

ORCID iD: http://orcid.org/0000-0002-1671-461X
Znamenskaya L. F., Dr. Sci. (Med.) (Moscow)

ORCID iD: http://orcid.org/0000-0002-2553-0484
Martynov A.A., Dr. Sci. (Med.), Professor (Moscow)
ORCID iD: http://orcid.org/0000-0002-5756-2747
Olisova 0. Yu., Dr. Sci. (Med.), Professor (Moscow)
ORCID iD: http://orcid.org/0000-0003-2482-1754
Perlamutrov Yu. N., Dr. Sci. (Med.), Professor (Moscow)
ORCID iD: http://orcid.org/0000-0002-4837-8489
Plakhova K.1., Dr. Sci. (Med.) (Moscow)

ORCID iD: http://orcid.org/0000-0003-4169-4128
Rahmatulina M.R., Dr. Sci. (Med.), Professor (Moscow)
ORCID iD: https://orcid.org/0000-0003-3039-7769
Ruksha T.G., Dr. Sci. (Med.), Professor (Krasnoyarsk)
ORCID iD: http://orcid.org/0000-0001-8142-4283
Solomka V.S., Dr. Sci. (Biol.) (Moscow)

ORCID iD: http://orcid.org/0000-0002-6841-8599
Khairutdinov V.R., Dr. Sci. (Med.) (St. Petersburg)
ORCID iD: http://orcid.org/0000-0002-0387-5481
Andris Rubins (Latvia)

Jacek Szepietowski (Poland)

ORCID iD: https://orcid.org/0000-0003-0766-6342
Jerry Tan (Canada)

ORCID iD: https://orcid.org/0000-0002-9624-4530
Torello Lotti (Italy)

ORCID iD: https://orcid.org/0000-0003-0840-1936

The online version of VESTNIK DERMATOLOGII | VENEROLOGII is published on the website www.vestnikdv.ru.

VESTNIK DERMATOLOGII | VENEROLOGII is listed in the Russian Index of Scientific Quotes (RINTs), in the database of the Russian Science Citation Index
on Web of Science, Ulrich's Periodicals Directory, Biosis Previews Web of Science, Scopus.



OB30P JINTEPATYPHI

KYBAHOB A.A., Y/KIH B.B., KAPAMOBA A.3., MOHYAKOBCKAS E.C.
[orpaHnyHbIn 6yNNe3HbIn aNUAEPMONN3: KITMHUKO-TEHeTUYeCKNe
Koppenauuu

CAMTBYPXAHOB P.P., KYBAHOB A.A., KOHOPAXUHA U.H.,
MNAX0BA K.1.

MonekynsipHo-reHeTU4eckne Mapkepbl peLuanBMPOBaHIS
6a3TbHOKNETOYHOTO paKa KoXu

APABUICKAS E.P., CAMLIOB A.B., COKONTOBCKWI E.B.,
BAKYNEB A.J1., MYPALLUKIWH H.H., KAPAMOBA A.3.
K BOMpOCY OLIEHKM MO CTEMEHN TSXKECTU W Knaccuchukaumu akHe

BOPOHLIOBA A.A., KAPAMOBA A.3.
KombuHupoBaHHas Tepanus 601bHbIX rpu60BMAHBIM MUKO30M
C NPUMEHEHNEM YNbTPANONETOBOrO N3NyYeHNs

HAYYHbLIE MCCJIEQOOBAHNA

KNPWYEHKO A.K., BAPLELIKAA 4.B., ®EDENIOBA 10.A., KOTOBA K.B.,
TOKMAKOBA B.O., PYKLLA T.T.

Ponb 6enkoB, Y4acTBYOLLMX B CUHTE3E CTEPOMAHBIX FOPMOHOB,

B Pa3BUTUM aKHe

BOrJAHOBA E.B.
Mcopnatnyeckas apUTPOAEPMUS: CPaBHUTENbHAS XapaKTepucTuka
MaUMeHTOB M accounauus ¢ NCopuaTUYeckum apTpuTom

XPAHNH A.A., LLUMKWKC T.A., PYCCKMX M.B.

CpaBHUTENbHBIA aHanM3 NOMOBOr0 NMOBEAEHUS W OLEHKA
nHdopmuposaHHocT 06 UMMM n BAUY-uHdekumn cpean Monoabix
nofen ABYX NOKOMEHUN

CAVTEYPXAHOB P.P., KOHOPAXWHA W.H., NIAXOBA K.,

KYBAHOB A.A.

/icnonb30BaHne na3epHOro U3ny4eHns ¢ LINHONA BONHbI 585 1 1064 HM
ANs NeYeHns 6a3abHOKIETOYHOO paka KoXu

B NMOMOLLb NMPAKTUHECKOMY BPAYY

BAKVYJIEB A.J1., BAKYJTEBA M.B.
0 B3aNMOCBSA3N PO3aLEanofo6HOro AepMaTiTa 1 posatea

HABJTIOOEHUE N3 NPAKTUKW

BOP3bIX 0.b.
lMaumeHT ¢ aucnnasuen CoeaNHUTENBHON TKaHW HA Npueme
y KOCMETONOra: 0CO6eHHOCT AMArHOCTUKN W TAKTWKW BEAEHUS

17

39

48

55

65

73

81

89

101

107

REVIEW

ALEXEY A. KUBANOQV, VADIM V. CHIKIN, ARFENYA E. KARAMOVA,
EKATERINA S. MONCHAKOVSKAYA
Junctional epidermolysis bullosa: genotype-phenotype correlations

RIFAT R. SAYTBURKHANQV, ALEXEY A. KUBANOV,
IRINA N. KONDRAKHINA, XENIA |. PLAKHOVA
Molecular markers of recurrence of basal cell skin cancer

ELENA R. ARAVIISKAIA, ALEXEY V. SAMTSOQV,
EVGENY V. SOKOLOVSKIY, ANDREY L. BAKULEV,
NIKOLAY N. MURASHKIN, ARFENYA E. KARAMOVA
Revisiting the question of assessment by severity and
classification of acne

ANASTASIIA A. VORONTSOVA, ARFENYA E. KARAMOVA
Phototherapy combined with systemic agents for mycosis fungoides

ORIGINAL STUDIES

ANDREY K. KIRICHENKO, YAROSLAVNA V. BARDETSKAYA,
YULIYA A. FEFELOVA, KSENIYA V. KOTOVA,

VICTORIYA 0. TOKMAKOVA, TATYANA G. RUKSHA

The role of proteins implicated in skin steroidogenesis

in acne vulgaris development

ELENA V. BOGDANOVA
Psoriatic erythroderma: comparative patient profile and
association with psoriatic arthritis

ALEXEY A. KHRYANIN, TATJANA A. SHPIKS, MARIA V. RUSSKIKH
Comparative analysis of sexual behavior and assessment of
awareness of STIs and HIV infection among young people of

two generations

RIFAT R. SAYTBURKHANQV, IRINA N. KONDRAKHINA,
XENIA I. PLAKHOVA, ALEXEY A. KUBANOV

The use of 585 and 1064 nm laser for the treatment of
basal cell skin cancer

GUIDELINES FOR PRACTITIONERS

ANDREY L. BAKULEV, MARIA V. BAKULEVA
About the relationship of rosacea-like dermatitis

CLINICAL CASE REPORTS

OLGA B. BORZYKH
A patient with connective tissue dysplasia at a cosmetologist's
appointment: features of diagnosis and management



OB30P JINTEPATYPbI / REVIEW 417
https://doi.org/10.25208/vdv1391

HorpaHHquHZ OYAAE3HBII SITMACPMOAN3: KAMHUKO-TE€HETIIECKIE
KOPPEAALTAN

© KybaHos A.A., HYukiH B.B.*, Kapamosa A.3., Mor4akosckas E.C.

[0CYAapCTBEHHbIA HAYYHbIiA LIEHTP [EPMATOBEHEPONOTUIA 11 KOCMETONOrAK
107076, Poccus, r. Mocksa, yn. Koponerko, 4. 3, ¢1p. 6

MorpaHuyHbIN 6yNnnesHbIn SNMaepMonm3 B 60MbLUMHCTBE Cy4YaeB BbI3bIBAETCHA Pa3fUYHbIMU MyTaunaMu
reHoB LAMAS3, LAMB3, LAMC2, COL17A1, ITGA6 v ITGB4 vn xapakTepu3yeTcs 3Ha4uTeIbHOW Bapua-
6ENbHOCTLIO KIIMHNYECKMX NPosiBlieHnA. K HacTosiLLleMy BpeMeHW HakornneHbl JaHHble, MO3BoNsoLme
OLEHUTb KOppensaumMm Mexay TSXXeCTblo 601e3HM U XapakTepoM reHeTUYECKMX HapyLLEeHUI, nexalimx

B OCHOBe ee pas3sutus. lNpoBedeH aHanua nybnvkaumi, o6Hapy>XeHHbIX B 6a3ax AaHHbIX Hay4HOW nuTe-
paTypbl PubMed n PUHL| npu noncke No Ko4YeBbIM CNOBaM «MOrpaHUYHbIA 6YNnfe3Hbli aNnnaepMonmsa»
(junctional epidermolysis bullosa), «namuHmMH-332» (laminin 332), «konnareH XVII Tuna» (collagen XVII),
«0BB4 nHTErpmH» (a6p4 integrin). OnuncaHbl KNMHMYECKME NPOSABIEHUS NOrPaHNYHOrO BPOXOEHHOIrO
OynnesHoro anuaepmonuaa, nokanuaaumsa nu Tun Mytaumm, ee BusiHUE Ha CUHTE3 U (DYHKLMOHNPOBaHWe
6enka. [na oueHKM BNNSHUA MyTaumm reHa Ha pyHKUMOHMpPpOBaHWe 6efka paccMaTpusany CTpoeHne

1 PYHKUUKN 6ENKOB CBETON NNacTUHKN 6a3anbHOM MeMOpaHbl KOXW, ¢ MyTaumMsaMn KOTOPbIX Hanbornee
4acTo accounmnpyeTcsl NOrPaHNYHbIA BPOXAEHHbLIN 6YNNE3HbIN SNMaepMonna, — naMmmHuH-332, konnarex
XVII Tvna n a6p4-nHterpuH. O6Hapy>XeHo, H4TO NpW NOrpaHNYHOM BPOXAEHHOM BYNIE3HOM 3NNAEpPMO-
nn3e CcyLwecTBYeT Koppenauusa Mexay HOCUTENbCTBOM MyTauuii, NPUBOAALLUX K 06pa3oBaHUIO Npex-
OEeBPEMEHHbIX CTOM-KOAOHOB M OTCYTCTBUIO CMHTE3a 6€enka, N TAXENbIM TeveHnem 6one3nn. OgHako
Heo6xo0[MMa OCTOPOXXHOCTb MPU NPOBEAEHUU KIIMHUKO-FEeHETUYECKUX KOpPensauun, Tak Kak CyLLeCcTBYIOT
MexaHW3Mbl, MO3BONAOLLME BOCCTAHABNMBATL CUHTE3 OTCYTCTBYIOLLIEro 6erika.

KntoyeBble crnoea: MOrpaHuYHbIN GyNNe3HbIM AINUAEPMONN3; KIIMHUMKO-TeHEeTU4YeCKue Koppensumm; naMmMHUH-332;
konnareH XVII Tuna; a6p4-uHterpuH

KOHNUKT MHTEPECOB: aBTOpbI JAHHOM CTaTby MOATBEPAUNM OTCYTCTBUE KOHMDINKTA MHTEPECOB, O KOTOPOM
HEeo6X0ANMO COOOLLNTD.

NCTOYHUK hrHAHCUPOBAHNS: pykonuch NoAroToBIieHa 1 Ony6iMKoBaHa 3a CHET (OMHAHCUMPOBaHUS MO MECTY PaboThl
aBTOPOB.

Ona untnpoBaHus: Ky6aHos A.A., YuknH B.B., Kapamosa A.3., MoH4yakoBckasi E.C. MorpaHunyHbIi 6ynnesHbli
3MMAEPMONNS: KIIMHUKO-reHeTUu4eckme Koppensaumun. BecTHuk gepmartonorum n seHeponorum. 2022;98(6):17-38.
doi: https://doi.org/10.25208/vdv1391

@)oo

Il BecTHuk gepmaTonorumn n BeHeponorun. 2022;98(6):17-38
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unctional epidermolysis bullosa: genotype-phenotype correlations

© Alexey A. Kubanov, Vadim V. Chikin*, Arfenya E. Karamova, Ekaterina S. Monchakovskaya

State Research Center of Dermatovenereology and Cosmetology
Korolenko str., 3, bldg 6, 107076, Moscow, Russia

Junctional epidermolysis bullosa most commonly results from mutations in the LAMA3, LAMB3, LAMC2,
COL17A1, ITGA6 and ITGB4 genes. Junctional epidermolysis bullosa is characterized by clinical
heterogeneity. To date, scientific findings allow to evaluate correlations between the severity of clinical
manifestations and genetic defects underlying in the development of the disease. A systematic literature
search was performed using PubMed and RSCI, and keywords including “junctional epidermolysis
bullosa”, “laminin 332", “collagen XVII”, “a6p4 integrin”. The review includes description of clinical findings
of junctional epidermolysis bullosa, mutation location and types, its’ impact on protein production and
functions. To evaluate the impact of gene mutation on protein functions, this review explores the structure
and functions of lamina lucida components, including laminin 332, collagen XVII and o634 integrin,

which are frequently associated with the development of junctional epidermolysis bullosa. The correlation
between severe types of junctional epidermolysis bullosa and mutations resulting in premature stop
codon generation and complete absence of protein expression has been described. Although, genotype-
phenotype correlations should be analyzed carefully due to mechanisms which enable to improve protein
expression.

Keywords: junctional epidermolysis bullosa; genotype-phenotype correlations; laminin 332; collagen XVII; integrin a6p4

Conflict of interest: the authors declare that there are no obvious and potential conflicts of interest associated with the
publication of this article.

Source of funding: the work was done and published through financing at the place of work of the authors.
For citation: Kubanov AA, Chikin VV, Karamova AE, Monchakovskaya ES. Junctional epidermolysis bullosa:

genotype-phenotype correlations. Vestnik Dermatologii i Venerologii. 2022;98(6):17-38.
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Il MorpaHnyHbIi BPOXAEHHbIN GYNnesHblil anMaepMo-
nu3 (BB3) npeactasnseT co6ou rpynny pegkux reHetnye-
CKW 06YCIOBMIEHHbIX 3260/1€BaHU, BbI3BAHHbLIX MyTaLnsaMm
reHoB, KOQNPYIOLLMX 6erKK, HaCTUYHO MM NOMHOCTBLIO pac-
NMONOXeHHbIE B CBETIION NNacTuHKe 6a3anbHon MemopaHsl
KOXW, B pesynsraTe Yero gaxe HeaHavuTernbHble MexaHu-
Yeckune BO3AENCTBUS HA KOXY NPUMBOAAT K pacLUernneHunio
anuagepmmnca U fepMbl Ha YpoBHE CBETION MnacTUHKK 6a-
3asbHON MeM6paHbl, YTO KITMHUYECKM NPOsBNSETCA My3blp-
HbIMM 1 3PO3MBHBLIMM BbIChINAaHUAMU. BblaeneHo HeCKobKo
KNMHU4eCcKux cy6Tunos 6onesHu (Taén. 1).

[BymMsi  OCHOBHbIMW  cy6TUNamun  MOrpaHN4HoOro
BPOX[EHHOro O6YynnesHoro anuaepMonnsa sBnawoTca Ts-
Xenbin norpaHnyHbIi BB (paHee — Tsaxenbln reHepanu-
30BaHHbI MorpaHnyHeii BBD lMepnvua) v norpaHuyHbIN
BEO cpegHen TaxecTn (paHee — reHepann30BaHHbIN
norpaHuyHbin BBD cpepHen Tsxectn He-Tepnvua) [1].
BblgensioT Takxke NoKanM30BaHHbIA MorpaHuyHbii BBO,
NPy KOTOPOM TMOpaxeHue KOXW U CIU3UCTBLIX 060MoYeK
SIBNAETCHA OrpaHUYEeHHbIM U MOXET 6bITb Crabo BbipaXKeH-
HbIM, U MOrpaHuYHbIn BB ¢ no3gHMM Havanom. N3BecTHbI
Takxe eLle 6onee pefkue, B TOM 4ucre CUHApPOMasbHble,
Ccy6TUNbI 60NE3HN.

O6wWwum npu3HakoM Bcex Cy6TUMNOB MOrpaHUyHO-
ro BPOXAEHHOro 6ynnes3Horo anuaepMonusa fsnseTcs
nosiBNieHne rocne He3Ha4YUTEesNIbHOro MeXaHM4YecKoro
BO3[ENCTBMA Ny3bIper Ha KOXe, a Y MHOMNX 60fbHbIX —
W Ha CrnM3ucCTbIX obonoykax. Ha mecTte nys3bipen obpa-
3YI0TCA 3pO3nN, ANUTENBHOCTL 3NUTENU3aLmMmM KOTopbIX
MOXeT ObITb pasnuyHa. [nuMTensHoe CcylecTBOBaHWe
3p0O3u1I, NX MOBTOPHOE NOSIBIIEHNE B MecTax, NoABEPKEeH-
HbIX TpaBmaMm, NPUBOAUT K (DOPMUPOBAHUIO U36LITOYHOMN
rpaHynALUNOHHON TKaHU, NOSIBIIEHNIO Py6LOB UK pa3Bu-
TUIO aTPONYECKMX U3MEHEHUA B MecTax ObIBLUMX Bbl-
cbinaHun [2, 3].

lMockonbKy 6enku, accoumMmMpoBaHHble C pasBUTUEM
NOrpaHN4HoOro BPOXAEHHOro 6Yrne3Horo snuaepMonnsa,
3KCMpeccupyloTcsl B 6asarnbHbIX MembpaHax pasnuyHbIX
OpraHoB, OT reHa, KOTOPbI COAEPXMUT NaToreHHyl MyTa-
LMo, 3aBUCUT, Kakme opraHbl MOMUMO KOXW 6yayT nopa-
XeHbl y nauueHTa. AGCOMIOTHLIN UNN (PYHKLMOHANBHbLIN
aeduumnt nammHuHa-332 u konnareHa XVII tuna npusogut

Tabnuua 1. KnuHuyeckie cy6tinbl norpaxiniHoro B63 [1]
Table 1. Junctional epidermolysis bullosa clinical subtypes
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K MOPaXKeHUIO CU3UCTLIX 0605104eK Xenyao4HO-KULLEYHO-
ro TpakTa, MOYernonioBor CUCTEMbI, KOHBIOHKTUBLI U POro-
BULbI rNas. YyacTtne gaHHbIX 6eMKOoB B pa3sBuTUN NPUAATKOB
KOXW 1 (hOPMMPOBaHUN 3y60B ornpeaensieT BO3HMKHOBEHWE
OHMXOAMCTPOMUN 1 anoneuun, runonnasun aMann U Kapu-
eca [4, 5]. C pedpmumTomM a6B4-MHTErpUHa accoummpyeTcs
aTpesus npuBpaTHMKa, KoTopas C POXAEHUA KIMHUYeCKn
NposiBNAeTCA pBOTOM (HOHTAHOM BCNEACTBUE HENPOXOau-
MOCTU aHTparibHOro oThaena Xenyaka, 4to TpebyeTt Heme[-
JIEHHOM XUPYPru4eckon Koppekumun. ATpesns npuspaTHu-
Ka rnepsBoHaYanbHO paccMatpuBanach kak o6s3aTtesibHbIn
npu3Hak 60Me3Hn, 0gHaKko B nocrnefylowem cTano SICHO,
YTO Yy GOMbHLIX C MyTauMAMN reHoB a.6- U B4-cy6beanHuy,
WHTEerpuHa aTpesusi npuBpaTHMKa MOXEeT OTCYTCTBOBAaThb.
Kpome Toro, Bcnefcteue geduumra abp4-mHTerpuHa y na-
LMEHTOB C COOTBETCTBYHOLUMMW MyTauMsMW pa3BMBaETCA
pasnunyHon CTENeHn BbIPaXXEHHOCTU NopaXeHne anuTenus
MOYernonoBoro Tpakra [6].

Py6ueBaHue o4aros MopaxeHusi CAM3nNCTbIX 0605104eK
MOYENOSIOBOM CUCTEMBI U XENyOo4YHO-KULLEYHOro TpakTa
NPMBOONT K PasBUTUIO CTPUKTYP U CTEHO30B U1, Kak cnep-
CTBUE, K 3afepXKe Mo4u, rugpoHedposy, runeptpodum
MOYEBOro ny3bIpsi, CMOCO6CTBYET pPasBUTUIO WUHMEKLMU-
OHHbIX OCMIOXXHEeHUA — UuuCTUTa, nuenoHedpuTa, ypo-
cencuca; ractpoasodaranbHoM pedrioKCHOM 60Me3Hu,
nenTU4eckon A3Bbl Xenyaka, cuHapoma Mansaécopbuuu;
60ne3HeHHbIe CTPUKTYPbI U TPELLMHbI B aHanbHOM 0651acTn
nNpuBOAAT K pa3BUTUIO 3aropos [2, 7].

TaxecTb MPOSABIEHUIA MOrPaHNYHOro BPOXAEHHOro
6ynnesHoro anuaepmMonu3a 3Ha4YMTenbHO BapbUpYeT.
Haunbonee wmnsBecTHbl hopMbl 3abonesaHus, NpuUBOAS-
e K CMepTn B MNafeH4YecKoM WM paHHeM [eTCKOM
BO3pacTe, — TAXeNbI norpaHn4Hbii BES 1 B psage cny-
YyaeB — norpaHunyHbli BBO ¢ aTpesuelt npuBpaTHuKa,
TAXECTb COCTOAHUA NPU KOTOPOM B HEKOTOPbLIX Cry4asnx
0o6yCcrnoBneHa He CTOMbKO MopaXXeHnemM KOoXu, KoTopoe
MOXeT ObITb NIErK1UM, CKOSIbKO MaTonorne Mo4yeBbIBOAS-
wux nyten [6]. OgHako y MHOrMXx 60nbHbIX 3abonesaHve
npoTekaeT MeHee TAXeno, WHorga nposiBAAACh NULLb
OrpaHM4YeHHbIMU  BbICBIMAHMAMM B MecTax, Haubonee
NoABEP>XXEHHbIX TpaBMaM, He BIUASA Ha MPOAOIXUTENb-
HOCTb XN3HU [2].

Knunnyeckuit cy6Tun norpasuyoro B63

MyTaHTHbIN 6enok

TsKenblid norpaHnyHbIn B3

JlamnHuH-332

[MorpannyHbin BB cpefHel TaXxecTu

JlamnHuH-332

[TorpaHuyHblit BB cpeaHeii TxecTu

Konnarex XVII Tuna

Morpann4Hblit BB ¢ atpesnei npuspatHnka

o6B4-nHTerpunH

MorpaHnyHbiii BB nokannu3oBaHHbiii

JNamuHnH-332, konnaren XVII Tuna, a.634-nHTerpuH,
a.3-Cy6beANHMLA UHTErpUHA

HBepcHbIA norpaHnyHblil BB

JlTamuHuH-332

MorpaHnyHblii BB ¢ no3gHMM Havanom

Konnaren XVII Tuna

LOC-cuHapom

a.3A-Lenb NamMnHNHa

[TorpaHuyHblil BB ¢ MHTEPCTULMANBHBIM NOPaXKEHWEM NTErKUX
11 He)pOTUYECKIM CUHAPOMOM

a3-cy6beiMHMLA UHTErpuHa
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B ne6ioTe 3abonesaHns, KOTOPbIA OBbIMHO MPUXOAUT-
Csl Ha MNafieH4YecKuin BO3pacT, OMMpasiCb TOSbKO JULb
Ha KIWHWYecKue AaHHble, MPOrHO3MpPoBaTh AalbHewllee
TeyeHne 60ne3Hu HeBO3MOXHO. TeM He MeHee npepno-
naraeTcsl, YTO aHanu3 KIMHUKO-reHeTUYecKnX Koppens-
LniA NO3BONUT onpefenuTb TeYeHne pasfinyHbIX CyeTUMoB
BPOX[AEHHOro 6ynne3Horo anvaepmonunaa, Tak kak KimHu-
Yeckune nposiBrieHns 3abonesaHUn onpefensioTca reHomMm,
B KOTOPOM npou3oLuna MyTauus, BAUSHUEM MNaToOreHHOM
MyTaumm Ha cuHTe3 6enka u nokanusaumen MyTaHTHOro
6enka, KOTOpbIA MOXET 3KCMPeccMpoBaThCA B pPasnmyHbIX
opraHax u TKaHsix NoMUMO KOXMH [8, 9].

Pa3BuTMe norpaHW4HOro BPOXAEHHOro 6ynnes-
HOro 3anuaepmornuaa CBA3aHO C MyTauusMn cemu re-
HoB — COL17A1, LAMA3, LAMB3, LAMC2, ITGAS6,
ITGB4 v ITGA3, KogupyloLmx COOTBETCTBEHHO Konna-
reH XVIlI tuna, a3-, B3- 1 y2-uenn namuHnHa-332, ob-,
B4- n a3-cybbeguHuupl MHTerpuHa (taén. 2) [1, 10].
[nsa 3aboneBaHus xapakTepeH ayTOCOMHO-peLeCCUBHbIN
TUM HacnepoBaHUs 60Me3HU, NMpu KOTOPOM MaHudecTa-
unsa 60M1e3HM NPOUCXOAUT B ClyyYae HocuTenbcTBa My-
Taumin Ha o6oux annensax cooTeBeTcTByoLwlero reHa [1].
AyTOCOMHO-AOMWHAHTHOE HacnefoBaHWe MorpaHN4yHoro
BPOXAEHHOro 6ynnesHoro snugepmMonunsa perucTpupyer-
ca KpanHe pegko [11].

HakonneHHble faHHble O MyTauusx, accouMmMpoBaH-
HbIX C pas3BMTUEM MOrPaHNYHOIO BPOXAEHHOro 6Yynne3Ho-
ro anuaepmonuaa, No3BonfAT MPOBOAUTL COMOCTaBNEHUS
C KIIMHMYECKNMW MPOSIBNIEHNSAMU GONE3HN C LENbIo BbIAB-
NEeHNA KNNHUKO-TEHETUYECKNX KOPPENSALMNA.

Haluen uenbio cTano oxapakrepu3osaTb Ha OCHOBA-
HUN [aHHbIX NUTepaTypbl KIWHUKO-reHeTUYeCKne Kop-
penauMM npu MorpaHN4yHoOM BPOXOAEHHOM OYnne3HoM
3aNnaepMonn3e nyTemM conocTaBfeHns KIIMHNYECKON Kap-
TWHbI 3a6oneBaHns 1 fexallunx B OCHOBE ero passBuTus
MyTaunmn.

NamuHuu-332

J1aMVHUH-332 — 3TO MYyNLTUAOMEHHbIM 6efnoK n3 ce-
MencTBa 6eMKOB TaMUHWHOB, PYHKLIMEN KOTOPbIX ABMAETCA
nogaepXaHve aares3viv anuTenusa U SHAOTENUs Ha nopJse-
Xalmx TKaHsX, a Takxke rnepepada CUrHanos, perynupy-
IOLLMX MUrpaLmio U nponudepanmio KNeTok, coxpaHeHue
XKN3HECNoCo6HOCTU U AN depeHUMPOBKY CTBOMOBLIX Kile-
TOK. OKcrpeccusi namMuHuMHa-332 Haumbonee xapakTepHa
ana 6asanbHo MeM6paHbl KOXW. B kadecTse BTOpoCTe-
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NEeHHOro KOMMOHEHTa OH NPUCYTCTBYET B GOMbLUNHCTBE
OpYyrux anutenuanbHbIX 6a3anbHbIX MembpaH [12, 13].

Mo cBoen CTpyKType naMuHnH-332 npepcTasnsfeT co-
601 o6nuraTHbI reTepoTpumMep, COCTOALLMA U3 Tpex no-
nunenTugHblx uenen: a3, B3 1 y2 [14—16]. B koxe uenu na-
MUHWMHA-332 CYHTE3NPYIOTCA KepaTuHouuTaMm 6a3ansHoro
cnos anugepmmnca v npuagaTkos Koxu [13]. B aHgonnasma-
TUYECKOM PeTUKYNyMe 6a3anbHbIX KepaTUHOLMTOB a3-, B3-
M y2-Uenu 3a cHeT o6pa3oBaHnsa Mexay HUMU aucynbgua-
HbIX CBA3EN COEAMHAIOTCHA B reTepoTpumep famMuHuH-332
[12, 17, 18]. C6opka Tpumepa NaMUHMHA HadMHaeTcs
C KapboKcu-TepMUHanbHbIX obnacten a3-, B3- 1 y2-Lenen,
KOTOpble cofepXaT HeobxoAuMmble AN 3TOr0 KOPOTKMe
nocrnefosaTenbLHOCTU, cofepxalume He 6onee 100 amuHo-
KUCNOTHbIX ocTaTkoB [19-21].

O6pas3oBaBLuascs Mofekyna aMuHuHa-332 umeet
dopMy KpecTa € OAHUM ANIMHHBIM MNeYoM, KOTopoe cofep-
XUT KapbOKCU-TEPMUHANbHBbIE YYaCTKW Leneh naMmuMHuHa,
M TPEMS KOPOTKUMM nnevamm, o6pasoBaHHbLIMU aMUHOTEpP-
MUHanbHbIMU NOocnefoBaTenbHOCTAMU a3-, B3- U y2-uenen
[13]. B cocTtae gnuHHoro nneva Bxogat | n |l gomeHsb! uenen
namMuHnHa-332, KoTopble MOryT TakXe paccMaTpuBaTtbhbCs
KakK eguHbIA ONMUHHBIA cTep>xHeBor aomeH I/Il unu kak eau-
HbIh 6ucnupanbHbii LCC-gomeH [15, 22—-24]. LCC-gomeH
06beVHAET OTAEeNbHbIE MONUNENTUAHbIE LEenn B retepo-
TpUMep, YAepXnsasa nx BMeCTe B KpecToo6pasHon CTPyK-
Type MOneKysbl NamMUHUHA-332 3a cYeT HeKOBaneHTHbIX
B3aVMOLENCTBUIA N 06pasoBaHns CTabUNU3UPYIOLLNX OU-
CyNnbMUOHbIX MOCTUKOB MeXay HUMHK [25, 26].

BaxHbiM oTAnuvMeM o3-uenn namMMHUHOB OT f3-
1 y2-Lenemn ABRseTCa Hanudme Ha ee KapboKCU-TepPMUHATb-
HOM KOHLe NATK rMo6ynapHbix cy6gomeHos (LG 1-5-cy6a0-
mMeHoB) [23]. LG1-cy6aoMeH NpUMbIKAET K CTEPXHEBOMY
pomeHy |, a LG5-cy6gomeH aBnseTca KapboKCu-Tepmu-
HanbHbiM. LG1-5-cy6aoMeHbl cogepxaT Hanbonee BbICO-
Koadh(prHHbIE calTbl CBA3bIBAHWA PELIENTOPOB KNETO4HON
NOBEPXHOCTU KepaTUHOLUMTOB [27].

KopoTkue nne4yn Monekyrnbl nammHuHa-332 obpasoBsa-
Hbl ABYMS Tunamu gomMeHoB [22]. OomeHsbl lIl n V cogepxar
NOBTOPbI 60raThiX LUMCTEUHOM LE-MOTMBOB, rOMONMOrMYHBLIX
anuaepmansHoMy dhakTopy pocTa. [MnobynsipHble AoMeHb! [V
n VI 6egHbl umctemHom. JomeH IV (L4- unn LF-gomeH) pac-
nonaraetcs mexay LE-motTnBamu uenen namuHmnHa [15, 22,
23]. Hanbonee aMMHOTEPMUHATBHOWN YaCTbiO KOPOTKMX MieY
namMuH1Ha-332 asnaeTcs rnobynsapHeIn aomeH VI, unu amm-
HoTepMUHanbHbIN LN-gomMeH.

Tabnuua 2. [eHbl 1 6eMKK, acCOLMMPOBAHHbIE ¢ PA3BUTIEM MOFPAHNYHOM0 BPOXAEHHOMO OYNNE3HOM0 aNMAEPMONM3a
Table 2. Mutated genes and affected proteins associated with junctional epidermolysis bullosa

len Jlokanu3sauus resa KoaupyeMmbliit reHoM NpoayKT benok

LAMA3 18q11.2 o 3-Lenb aMmuHnHa

LAMB3 1932 3-Lenb nammHnHa JTamnHnH-332

LAMC2 10925-931 y2-Lenb NaMUHNHA
COL17A1 10924.3 Konnaren XVII Tuna Konnarex XVII Tuna

ITGA6 2031.1 a6-Cy6beANHNLA UHTErPUHA

o6B4-nHTErpUH
ITGB4 17925 B4-cy6benuHuua HTerpuHa
ITGA3 17921.33 o3-cybbejMHNLA UHTErPUHA Monekynel uHTerpua, cofgpxatiiue

a3-cy6benuHuuy, Hanpumep, a3p1-uHTErpuH

T. 98, Ne6, 2022

BecTHuk gepmaTonoruu n BeHeponorun. 2022;98(6):17-38 M
Vestnik Dermatologii i Venerologii. 2022;98(6):17-38 M



OB30P JINTEPATYPbI / REVIEW

Mocne c6opku Monekynbl namMnHuHa-332 cekpeTunpy-
I0TCS BO BHEKNETO4HbIM MaTPUKC U BKNHOYAIOTCSA B CBETNYIO
nnacTuHKy 6asanbHON MeMbpaHbl, rae (Ou3nonorMyeckn
noggepraroTca MoauMduKauum nytem npoteonusa uenewn
[15, 28, 29]. lMpepnonaraeTcs, 4YTO NpoOTEONUTUYECKOE
co3peBaHne namuHuHa-332 genaet BO3MOXHbBIM COOPKY
SIKOPHbIX (PUNAMEHTOB, OOHVM U3 OCHOBHbIX KOMMOHEH-
TOB KOTOpbIX fiBAseTca 3ToT 6enok [30]. B ceeTtnon nna-
CTUHKe 6a3anbHo MeMbpaHbl Monekyrna nammHuHa-332
pacrnonaraeTcql TakMMm 06pasoMm, 4YTO ee KapboKcu-Tep-
MUHanbHbIA KOHel, copgepxawun LG-gomeHbl, obpalleH
K NOBEPXHOCTU KepaTUHOUMUTOB, & aMUHOTEPMUHASIBHbLIN
KoHeu, cogepxawiun LN-gomeHbl, — K gepme. Hanuuuve
y MOneKynbl namnmHnHa-332 MHoXecTBa JOMEHOB C pas-
NNYHBIMW CalT-cneunuyecknmMmn y4actkamm nos3sonsiet
el CBA3bIBATLCA C pasNYHbIMN 6efliKamMu BHEKIETOYHOIO
MaTpuKca 1 peLentopamMu KrneTo4YHOM NOBEPXHOCTU Kepa-
TUHOLUTOB.

MpeononaraeTcs, 4YTO BKMOYEHME naMnHUHA-332
B 6asanbHyl0 MeMbpaHy onpefenserca B3aumogen-
ctBuaMu mexay LN-gomeHom B3-uenu namuHuHa-332
n LE-gomeHoMm a3-uenn namuHmnHa-311, a B nocnegyto-
wem 3T aumepsbl naMmmHuHa-332 1 naMmmHuHa-311 mo-
rytT camoaccouuMmpoBaTbCA B CeTU 60nee BbICOKOro
nopsigka [23, 28, 31]. ®opmupytoLLasaca 6enkosas ceTb
YCNOXHAETCA U YNpPO4YHAETCA nepensieTeHWEM namu-
HMHa-332 c konnareHom |V Tuna, cBA3b KOTOPbIX 3a-
KpennseTtcsa 6enkom nepnekaHom [32, 33]. B aty ceTb
BHeApATCA PYHKUMOHANbHbIE AOMEHbI ApYyrux 6enKoB,
pacnonoXeHHbIX C OAHOW CTOPOHbl — Ha KNEeTO4YHOW
NOBEPXHOCTU KepaTUHOUMUTOB U C OPYron CTOPOHblI —
BO BHEKMNETOYHOM AepMalibHOM MaTpukce. B ceetnon
nnacTuHke 6asanbHon MembpaHbl NaMnHUH-332 coeaun-
HAieTca ¢ 9KTogoMeHoM konnareHa XVII Tmna ¢ o6paso-
BaHMEM SKOPHbIX punamMeHToB [34]. [loMeHbl aMUHOTEp-
MWHanNbHbIX KOPOTKUX Nne4y ceoumu LN- 1 LE-moTnBamm
COEQINHAIOTCA C ApYrMMu naMmHMHaMmmn 6a3anbHON MeM-
6paHbl 1 OCHOBHbIM KOMMOHEHTOM SIKOPHbIX (népunn
konnareHom VIl Tnna [23, 28]. Takum 06pas3om, SKOpHble
dumnameHTbl U SKOpHble PUOPUNLI COEANHSAIOTCA Ha-
npamMyto, noggepxueas agre3vio gepmo-anuvaepmarb-
HoM 6a3anbLHON MembpaHbl K AepMarnibHOMY BHEKIETOu-
HoMy MaTpumkcy [35-37].

O6palLLieHHbIe K MOBEPXHOCTU KEPaTUHOLMTOB Kap6OoKCK-
TepMuHanbHble rnobynspHble LG-cy6pomeHbl o-uenen
namMmHMHa copepxart CaWTbl CBf3blBaHWS peLenTopoB
KNEeTO4YHOW MOBEPXHOCTN KEPaTUHOLIMTOB, TaKUX KaK UHTe-
rPVHBI U CUHAeKaHbl. Takum o6pasom, LG1-3-cy6gomeHb!
o-Lenu nammHuHa-332 ceAsbiBaloTcs ¢ a3f1-nHTerpyuHamm
B y4yacTkax dokanbHOW afresvm u ¢ o6p4-uHTerpmHamm
B MonygecMocoMax, CoeAmHsAsi NOBepXHOCTb 6a3arbHbIX
KepaTMHOLUTOB C AepMo-anuaepmarnbHon 6a3anbHon MeM-
6paHor [38—41]. CBoumu LG4-5-cy6pomeHamm o3-Lenb
namMmmHnHa-332 Hanpsamyto coeguHseTcs ¢ 6a3anbHbIMU Ke-
paTtvHouMTamMu, NPeanonoXuTeNlbHO CBA3bIBAsACh C CUHAE-
kaHamun-1 n -4 [13, 28, 42].

B pesynbtaTe OOHOBpEMEHHble B3auMOOENCTBUS
KOMMMMEKCOB NaMUHNHa-332 ¢ nHTerpuHamu o6p4 n a3pi,
a Takxe konnaredHamu VIl n XVII TMnoB npo4Ho cBfA3biBa-
10T 9NUAEPMUC C HUXenexailen 6asarnbHon MeMbpaHoWn
W BHEKNETOYHbIM MaTPUKCOM AepMbl, o6ecrnedmnsas ycTom-
YMBOCTb KOXM K MexXaHW4ecKuMm BO3gencTeusaM. B cBasu
C 9TUM NaMnHKH-332 paccMaTpmuBaEeTCs Kak Cyrnpamoneky-
NAPHbIA MOCT Mexay 6as3anbHbIMU KepaTUHOUMTaMK anu-
Jepmuca v nognexatilen aepmon [5].
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Konnareu XVII Tuna

KonnareHn XVII Tuna (Takxe m3BecTHbIi Kak 180 k[a
aHTUreH 6ynnesHoro nemcuronga, BP180 n BPAG2) —
TpaHcMeMOpaHHbIN 6eoK, KOTOPbIA NpefcTaBnseT cobom
roMOTpUMEpP, COCTOALLMIA U3 TPEX UAEHTUYHbLIX Cy6bean-
HUL, hOpMUPYIOLLMX TPOMHYIO cnupans [43, 44]. Kaxaas
ero cy6beanHvla npeactaenseT co6on 180-k[da konnare-
HoByto a1-(XVII) uenb, koTopas conepxut 1497 amMnHOKMC-
0T U BKNIOYaET B Ce6S1 BHYTPUKNETOYHbIA aMUHOTEPMU-
HanbHbIN FNOBYNAPHLIN AOMEH (3HOOAOMEH), COCTOALLMN
M3 466 aMWHOKUCNOT, KOPOTKYIO rMapOdO6HYI0 TpaHC-
MeMOpaHHYI0 4acTb, BKYawLWyw 23 aMUHOKUCNOTHI,
M ONVHHBIA BHEKNETOYHbIN KapBOKCU-TEPMUHASIbHBIA O0-
MEH (3KTOLOMEH), B KOTOpbIA BXxoauT 1008 aMUHOKMCNOT.
OkTopomeH komnareHa XVII Ttuna copepxwut 15 konna-
reHoBbIx (Col) cy6aomeHoB (Col1—15), koTopble COCTOAT
13 TpunentuaHbix noBTOopoB Gly-X-Y C O4YeHb BbICOKUM
cofepxaHnem nponvHa B no3vuusax X u Y u yepegytorcs
¢ 16 HekonnareHoBbiMK pernoHamu (NC1-16) [45]. Ocoboe
3HadyeHue npuaaeTca npunerawwemMy K KNeToYHOM MeM-
6paHe kepaTtuHoumToB HekonnareHosoMy NC16A-gomeHy,
KOTOpbIA BaXeH AN obpa3oBaHWs Tpumepa KonnareHa
XVII Tvna v nocnepyoLlero ceepTbiBaHUA TPONHOM crivpa-
1N B HanpasfieHUn aMMHOTEPMUHANLHOIO KoHLa [46, 47].

Okcnpeccus konnareHa XVII Tuna o6Hapy>xxeHa B koxe,
CNM3NCTOM O060NOYKe MOMOCTU pTa, KOHBIOHKTMBE rnasa,
anuTenuansHom 6a3ansHon MeMbpaHe poroBuLbl, BEpXHeNn
yacTu nuiesoa, NEPEXogHOM AMNUTENUM MOYEBOTO My3bl-
ps, FONOBHOM MO3re, cepAue 1 nodkax [43, 48-51]. Otor
6€enoK SIBNSIETCA OCHOBHbLIM CTPYKTYPHbIM KOMMOHEHTOM
noslyaecMoCcoOM — BbICOKOCMELMANU3MPOBAHHOIO MYyNbTU-
6€e1KOBOro KOMMJeKca, KOTopbI 06ecneynBaeT KpenneHne
6a3anbHbIX 3NUTENManbHbIX KNETOK K nognexatlen 6a-
3anbHON MeM6paHe B MHOrOCNOMHOM, NCEeBAOMHOrOCON-
HOM U nepexogHoM anuTenuu [43, 52]. Nomnmo yvacTua
B chopmupoBaHun nonygecmocom konnareH XVII tuna pe-
rynupyet guddepeHUmnpoBKy amenobnacTtos 1 TeM cambiM
y4acTBYET B pas3BuTumM 3y60B.

[nsa sbinonHeHus ceoux yHKumm konnared XVII tuna
B3aUMOOENCTBYET C pasnuyHbiMK 6enkamu. B uuTtonnas-
MaTuyeckon O6nsLKe nosyaeCMOCOM BHYTPUKNETOYHbIN
gomeH konnareHa XVII Tmna cBfizdaH ¢ BHYTPUKIETOUYHbIM
XBOCTOM [(4-Ccy6beuHuULbl WHTErpuHa, aHTUreHoMm 6yn-
nesHoro nemdurovga BP230 v nnektuHom [53, 54]. Ok-
TogomeH konnareHa XVIl Tvna ceBa3aH ¢ naMMHUHOM-332,
npUHUMas TeM caMbIM y4acTue B OOPMUPOBAHUU AKOPHbIX
dunamMeHToB B CBETNION NnacTuUHKe 6asanbHor Memb6pa-
Hbl U nogdepxueas agresvio 6asanbHbIX KepaTUHOUUTOB
K 6a3ancHoi MembpaHe [55]. OKToOOMEH OeiCcTByeT Tak-
XEe KakK peuentop KeTOYHOW MOBEPXHOCTU KepaTUHOLM-
TOB Ans 6efkoB BHEKMeTo4Horo marpukca [43, 52]. Ko-
POTKUM Yy4acTOK aMUHOKMCIIOTHOW nocnefoBaTenibHOCTU
BHYTpM gomeHa NC16 B3avMofencTBYyeT C npunerarwLlen
K KNeTOYHON MeMbpaHe BHEKNETOYHOW 4acCTbio CTEPXXHS
o6-cy6beanHuLbl MHTerpuHa [53].

Takum o6pasom, konnareH XVII Tuna pencrtsyer
KakK peLenTop KNeTOYHOW MOBEPXHOCTU KepaTUHOUUTOB
M Kak KOMMOHEHT MaTpuKca, COXpaHsoWun aareavio 6a-
3arbHbIX KEpaTUHOLUTOB K 6a3anbHON MeMbpaHe.

Wuterpun

o6B4-uHTErpMH npepcTasnseT coboin TpaHcMembpaH-
HbIN reTepoAMEpPHbIN 6ENoK, KOTOPBIN COCTOUT N3 MESIKON
ab-cyébeanHuLbl, coctoswen na 1130 aMMHOKMUCNOTHBIX
OCTaTKOB, U 6onee KpyrnHoW B4-cy6beauHuLbl, cogepXallemn
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1822 octatka amwuHokucrnoT [56, 57]. Ero akcnpeccus
O6HapyXMBaeTca B pPas3fUYHbIX yyacTkax anurenus —
B KOXe, CNU3UCTbIX 0605I04Kax MOYEBLIBOAALLMX MyTen
N XenyaoyHo-KuweyHoro Tpakta. ®OyHkumu o6B4-uHTe-
rpvHa pasHoobpasHbl. C OOHOM CTOPOHbI, OH UIPaeT posib
KNeTo4HOro peuentopa, 6bICTPO pearvpyloLlero Ha nsme-
HEeHVA B NOKaNbHOW cpefie U OCYLLIECTBIIAOLLEro nepegady
yepes KMeToYHY MeMbpaHy CUrHanoB, KOTOpble aKTUBUPY-
10T MUrpaumio, nponudepaumio UM anonTos, BbDKMBaHUE
N UHBa3nBHOE nosefeHne Knetok [58]. C gpyrov CTOPOHBI,
OH npefcTaBnaeT co60M BaXKHbLIN CTPYKTYPHBIA GEMOK KOXMU.
Mpegnonaraetcs, 4To accoumauns abp4-MHTErpMHa c nnek-
TUHOM SIBASIETCH WHULMUPYIOLMM 3TanoM CcOOpKU Mony-
JecMOCOM U npugaeT UM ctabunbHocTb [59]. Kpome TOro,
OH y4acTBYeT B NMpUKpenneHnn 6asasnbHblX KepaTUHOLMTOB
K HxKenexallen 6asansHon memépaHe [58, 60].

Kap6okcu-tepMmvHanbHas BHYTPUKIETOYHAs 4acTb
B4-cy6beanHnLbl UMeeT MOAYIMbHYIO OpraHu3auuio U co-
OEepXWT ABe napbl JOMeHOB Tuna umbpoHekTuHa Il (dun-
6poHekTuH-lII-nogobHbIX NosTopos — Fnlll), pasgeneHHbIx
COEVHUTENbHbIM CEerMeHTOM. AMMHOKUCIOTHas nocrne-
JOBaTeNbHOCTb BHYTPUKMETOYHOM 4YacTn [4-cy6beauHu-
Ubl COOEPXUT carTbl CBA3bIBAHUSA C MNMIEKTUHOM, BHYTPU-
KNeTo4HbIM goMeHoM konnareHa XVII Tuna, QUCTOHUHOM
(ayToaHTureHom 6ynnesHoro nemdwuronaa 230, BP230,
BPAG1) [59, 61-64]. CoenunHeHne B4-cybbeanHuLpbl UHTE-
rpvHa c 3TMMK 6enkamu obecrneynmBaeT COOPKY nonyaec-
MOCOM.

BHeKNeTo4HbI JOMEH MHTerpuHa 34 cogepXuT YeTbl-
pe roMONornyHbIX JOMeHa, 6oraTbIX UMCTEUHOM [65]. Bax-
HOCTb 9TUX 6oraTbiX LMCTEMHOM [OMEHOB, 06pasyloLLmx
CO60N TaHAEeMHble MOBTOPbI, COCTOUT B MX CMOCOBGHOCTU
06pa30BbIBaTb BHYTPU- U MEXMONEKYNApHbIe AUCYnbduna-
Hble cBA3M [65] Tak, BHEKNeTo4YHas 4YacTb 4-cy6beanHu-
Ubl WHTErpvHa B3aMMOOEWCTBYET C ab-Cy6beauHULEeNn.
BaxHbIM (pYyHKUMOHANbHBIM OOMEHOM BHEKNETOYHOW 4a-
CTN B4-cy6beauHuubl SABNSETCA PacrofiOXEHHbIN 6nuxe
K aMUHOTEPMUHANBHOMY KOHLY AOMEH, MOAO6HbIA OMEHY
A drakTopa doH Bunnebpanga (VWFA-gomeH). Ero aHave-
HWe onpepfenseTcs HanMynem camToB, C akTMBaUnen KoTo-
pbIX accounmnpoBaHbl o6pasoBaHue 6a3arnibHON MeMbpaHbl,
MUrpaums KneTok, CBA3biBaHWE NMraHOoB v nepefaya cur-
Hanos [11, 66, 67].

ab6-cyb6beanHuLa NHTEerpuHa COCTOUT U3 aMUHOTEPMU-
HarnbHOro B-rnpornenniepHoro gomeHa, 6efpPeHHoOro U NKpo-
HOXHbIX foMeHoB-1 1 -2 (calf-1 u calf-2), TpaHcmem6paHHo-
ro 1 MENKOro BHYTPUKNETOYHOro fOMEHOB [68, 69]. Bo Bcex
WHTEerpmHax B3aMmoaencTeumsa Mexay o- U B-cybbeanHuua-
MU OMOCPEeayTCA aMUHOTEPMUHASTBHBIM B-NPonennepHbIM
JoMeHoM a-nonunentuga [70, 71]. B-nponennepHsin fo-
MEH, KOTOPbIA COOEPXUT CEMb KOHCEPBAaTMBHbIX MOBTOPOB,
CBEpPHYTLIX B onpefeneHHon KoHdopMauuu B Buae nona-
CcTen nponennepa, B3auMOAENCTBYET € 4-CcyObeauHnULEn,
o6pagsysa canT cBA3bIBaHWA NaMUHWHA [72].

CobpaHHbIVi 06B4-MHTErPUH B3aMOOENCTBYET CBOMMMU
o- N B-cyébeguHuuamm ¢ konnareHom XVII Tuna v namuHm-
HOM-332, KOTOpPbIA NPOTUBOMOMOXHbLIM KOHLOM MPOHUKaET
B MNOTHYIO MNacTuUHKy 6asanbHon MemobpaHbl. Takum 06-
pa3oM, abB4-UHTerpuH 6narogaps ero B3auMOOENCTBUIO
C NSIEKTUHOM, CMOCOBCTBYIOLLEMY 3aKpeneHnio 6a3anbHbIX
KepaTMHOLUMTOB Ha 6as3anbHo MembpaHe, U CBSA3bIBaHUIO
BHEK/METOYHbIX aMUHOTEPMUHANBbHBIX KOHLUOB o- U B-Cy6b-
eQuHUL UHTerpuHa ¢ namuHuHoM 332 u konnareHoMm XVII
TMna npvHUMaeT y4YacTue B O6GecrneyeHuu YCTOMYMBOCTU
KOXW K MEXaHU4YeCKUM Bo3aencTamam [60].
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Paspen1

MyTauynn npu TAXeI0M Te4eHnN norpaHnyHoro Bb3

Y 605bHbIX C NorpaHn4HbiM BB3, xapakTepuayoLwmm-
CSl TSXKENbIM TeYEHMEM, YXKe MpU PoXAEeHUU UMK C NepBbIX
OHel XU3HM HabngaeTcs pacnpocTpaHeHHoe 6ynnes-
HOE N 3PO3UBHOE MOPaXeHWe KOXW U CIN3NCTLIX 060s10-
YyeK. Tspkenoe TeyeHne norpaHn4Horo BpOXAEHHOro 6yr-
NIe3HOro anuaepmMonuaa, npueodsLlee K cMepTn 60sbHbIX
B MNafeH4YeCcKoM UNU B paHHEM [ETCKOM BO3pacTe, Hau-
6onee xapakTepHO AN TSXKEeNnoro norpaHu4Horo BBJ,
accouMMpoBaHHOrO C OMNpefesieHHbIMU MyTaumaMn reHos
LAMAS3, LAMB3, LAMC2, kogupyoLmx a3-, B3-, y2-uenu
namuHnHa-332. Kpome Toro, TsXesnbiM COCTOsHUEM 60S1b-
HbIX U feTanbHbIM UCXOO4O0M 4acTo XapakTepuayeTtcs no-
rpaHuyHbin BBO ¢ atpesuveli npueBpaTHMKa, KOTOPbIV Bbl-
3blBalOT MyTaumu reHoB ITGA6 n ITGB4, kogupyoLwmx
a6- 1 B4-cy6beamHunubl HterpuHa. B 2017 r. T. Masunaga
M COaBT. OTMeYanu, YTo BCe OMnuUCaHHble NauneHTbl C My-
Taumen ITGA6 xapakTepu3oBanuCb neTanbHbIM (DEHOTU-
nom, Toraa kak npumepHo 40% nNaumMeHToB C NOrpPaHNYHbLIM
BEO c atpesven npvepaTHuka ¢ mytaumen ITGB4 nvenn
HecMepTenbHbIN  DEeHOTUM, YyKasbiBafg COOTBETCTBEHHO,
yTO nNpumepHo y 60% naumeHToB 3aboneBaHve NPUBENO
K netansHomy mcxogy [73]. TeM He MeHee Henb3s UCKIIIo-
YUTb BO3MOXHOCTb TAXENOro Te4eHns 60ne3Hn u B cny4vae
MyTaumn reHa COL17A1, ¢ KOTOpbIMM OObIMHO accouuu-
pyeTcs norpaHuyHbIA BPOXAEHHLIA OYnnesHbIn snuaep-
MONN3 cpefHen TaXecTu. Tak, ornucaH ymepLumin Ha 54-i
OeHb XWU3HN Pe6eHOK C roOMO3UIroTHOM HOHCEHC-MyTauuen
¢.505C>T (p.Arg169*) reHa COL17A1 [74].

MMMyHOoopecLeHTHbIE nccnefoBaHusa 6uonTaTos
KOXW NAUMEHTOB C THXENbIM MOrpaHnYHbIM BPOXKAEHHbIM
6ynnesHbIM 3MMAEPMONN3oM, NPMBEeALLIMM K CMEPTH B MNna-
OEHYEeCKOM Unn paHHeMm OEeTCKOM BO3pacTe, eMOHCTPUPY-
10T MOSIHOE OTCYTCTBUE WUNWN 3HAYUTENIbHOE YMEHbLUEeHue
NPOAYKUMM MyTaHTHOro 6enka. Npu TsXenom norpaHuy-
HOM BPOXAEeHHOM 6YNne3Hom annaepMonuse y naumeHTos
B 30HE [epMo-anuaepmMarnbHOro CoefuHeHnss oTcyTCTByeT
VNN 3HAYUTENbHO YMEHbLLIEHO CBEYeHWe aHTUTeN Unn K of-
HOM M3 uenew namuHnHa-332 (a3, B3, y2), unn Ko Bcemy
TpUMepy, MOCKOMbKY B Criy4ae MOfHOro OTCYyTCTBUA Of-
HOWM 13 ero uenemn c6opka NammHnHa-332 MoxXeT 6bITb He-
BO3MOXHOW. Y 60MbHbIX norpaHvyHbiM BB ¢ atpesuen
npuBpaTHUKa, yMepLLMX B MNafleH4eCKOM N1 paHHeM AeT-
CKOM BO3pacTe, OTCYTCTBYET U 3HAYUTENbHO YMEHbLLIEHO
CcBeYeHue aHTuTen K ab- unu p4-cybbeamHule nHTerpuHa
[73, 75, 76].

MpuynHOM TAXENoro TedeHus 60rne3Hn ObbIYHO CTa-
HOBATCA MyTaLuK, NpuBoJsaLLnE K (OOPMUPOBAHUIO MPex-
OEBPEMEHHOro CTOM-KofoHa. OTO — HOHCEHC-MyTauuu,
BCTaBKW, Aeneuun n mytauum canta cnnarvcudra. NonHoe
WK MOYTM MONHOE OTCYTCTBMUE 3KCMpeccun 6enka B 3o0He
AepMo-anuaepmarnsHoro coenHeHnss 06yCcroBieHo HOCK-
TEeNbLCTBOM MaToOreHHbIX MyTauuin B 060UX annensax reHa:
TO €CTb NauUMEHTbI C TAXENbIM TedeHneM 60M1e3HM 06bIYHO
ABNAIOTCA HOCUTENAMU NGO rOMO3WUMOTHBIX, TMBO KOM-
nayHa-retepo3uroTHblX myTtauuin reHos LAMAS, LAMBS,
LAMC?2, ITGA6 v ITGB4. Mo paaHHbIM J. Hammersen 1 co-
aBT. (2016), o6cnenoBaBLINX 75 GOMBHBIX TAXENbIM MO-
rpaHnydHeiM BB, y 17% nauneHToB MMenucb romosu-
roTHbIE UMW KOMMNayHA-reTepo3nroTHble MyTauun reHa
LAMAS3, 59% nauueHToB 6bln HOCUTENAMU 3TUX MyTa-
unm B oboux annenax reHa LAMB3, a 12% nauneHToB
MMenn roMmo3nroTHele mytauun reHa LAMC2 (y octans-
HbIX NaUMEHTOB MyTauuio He yaanocb onpegenuts) [77].
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Y nauMeHToB C TSXenbIM TedeHuem norpaHuyHoro BBO
C aTpes3neni npuBpaTHWKA, ymMepLuMx B MNafeH4eckom
Unn paHHeM OETCKOM BO3pacTe, Takxe Hamboree 4acTo
onpepensnics MyTauum ¢ opMuMpoBaHMeM rpexpae-
BPEMEHHOIO CTOM-KOJOHa B 060MX annensx reHos ITGA6
n ITGB4 n160 B roMO3UIrOTHOM, TGO B KOMMNayHA-reTepo-
3UroTHOM cocTtosHun [78]. UccnegoBaHus, npoBedeHHbIe
N. Dang n coasT. (2008), nokasanu, 4to y 78,6% ymMepLUmX
naumeHToB ¢ norpaHuyHbIM BEO ¢ aTpeauelt npuepaTHuKa,
BbI3BaHHbIM MyTauusamu ITGB4, nmenuce myTtaumm ¢ obpa-
30BaHVeM MNPeXAEeBPEMEHHOrO CTOM-KOAOHa MO KpamnHen
Mepe B OfHOM annene [75].

Haunbonee o4eBUAHON MPUYMHOM Pa3BUTUA TAXKESbIX
KNMHUYECKUX NpOsiBNEeHW norpaHnyHoro BBO aensetcs
yTpaTa yKoOpOoYeHHbIM B pesynstarte MyTauuu nonvnenTu-
[OM BaXHbIX y4acTKOB aMUHOKWUCIIOTHOW nocnefosaresb-
HocTU. B a3-, B3- 1 y2-Lensx naMvHuHa Takumm y4actkamm
SIBNAIOTCA KOPOTKME aMUHOKUCIOTHLIE MocnefoBaTtesisHo-
CTU B KapbOKCU-TEPMUHAIBbHbLIX Y4YacTKax CTEep>XHEeBOro
pomeHa /ll, nimummpyrowme c6opky a3-, B3- n y2-uenen
B TPUMEPHbIN 6enoK NnamMmnHuH-332. Nx oTcyTcTBME B My-
TaHTHOW Lenu BCneacTBMe ee YKopoveHus accounmnpyeTcs
C MOMHBLIM MU NPaKTUYECKW MOSIHLIM OTCYTCTBMEM Namu-
HWHa-332 B 30He AepMOo-anMaepManbHOro CoeanUHEHUS.

TsxenbsiMu 6bIM NPOSBMEHN 60ne3HU, BbI3BAHHOWN
myTaumamm LAMA3, LAMB3 vinn LAMC2, npusepwmmm
K 3HauyuTeNlbHOMY YKOPO4YEHUIO COOTBETCTBYIOLLEN MONu-
nenTMOHOM Lenu 3a cYeT MOSMHOM UMW YaCTUYHOW yTparthl
ctepxxHeBoro gomeHa l/ll. Tak, NpoaomKUTENBHOCTb XXU3HU
naumMeHToB C HOHCeHc-MyTaumen E281X (841G>T) v gene-
uuernt 300delG B reHe LAMAS, cneacTBMeM KOTOPbIX CTano
yKOpo4yeHue cTepxxHeBoro gomera /Il a3-uenwn, coctasuna
6 1 18 mecsiLeB cooTBETCTBEHHO [79, 80].

3HaunTenbHOe  COKpalleHve NPOJOIMKUTENbHOCTU
XU3HW, UCUUCNABLUENCS HefensaMm unu Mmecauamu, 3a-
PoUKCMpPOBaHO B cry4ae yTpaTbl B3-Uenbio CBOEro CTepX-
HEBOro [oMeHa BCreACcTBMe MOMO3UIOTHbLIX W KOMMayHz-
retTepo3uroTHbix MyTaumi 1760delC, Q936X, 1929delCA/
W610X reHa LAMB3 [81-83], Q186X/R349X, Q908X,
1899delGC, Q896X/764—10T>G B reHe LAMC?2 [84, 85].
Haxe ecnn myTauum ¢ o6pasoBaHNEM MpexXaeBpeMeHHo-
ro CTOM-KOAOHa PacrosioXeHbl B MOCNEAHUX ABYX 9K30HaX
reHa LAMC2 v npuBOJAT K HE3HAYUTENBHOMY YKOPOYEHMUIO
y2-Lenu, yTparta KOpoTK1X nocrnefosaTensHoCcTen, KpUTuy-
HbIX Onf (POPMUPOBAHUA TpeXLernoyeyHor crnuparnbHon
CTPYKTYpbl CTepXHeBoro gomeHa /Il namnHuHa-332, mo-
XeT caenatb NOoCneACcTBUSA TakUX MyTauuii OYeHb TAXenbl-
mu [21, 86]. MNMpumepoM ABRAETCA roMO3UroTHasa aeneums
c.3235delA B 3k30He 22 reHa LAMCZ2 y nauuneHTa c Taxe-
nbiM norpaHuyHbIM BB3, KoTophbI ymep B Bo3pacTe 1 me-
cAua OT CenTMYEeCKOro LLoKa BCreACcTBMEe reHepann3oBaH-
HOWM NHpeKummn [86].

HeoXunaaHHOM 0COBEHHOCTLIO TSXENOro NnorpaHn4Ho-
ro BB3, BbI3BaHHOI0O romo3nrotHon mytaumert R635X reHa
LAMBS3, 6bina HasBaHa B 2,3 pa3a 6onbluas cpefHss rnpo-
OOMKUTENbHOCTb XWU3HU 60MbHbIX, cocTaBmeluas 10,8 me-
caua, no cpaBHeHUIO € 4,6 MecsLa XU3HU OPYruX 60MbHbLIX
TsKenbiM norpaHuyHelM BB3 [77]. MakcumanbHas npo-
OOMKUTENBbHOCTb XU3HU Yy 605bHbIX ¢ MyTaumnen R635X,
Habnopgaswmxca C. Muahle n coasT. (2005), coctaBnsana
nnwb 30 mecaues [79].

Jpyrum BaXHbIM y4acTKOM namMuHuHa-332, reHetude-
CKW 06YCNOBJIEHHbIE UBMEHEHUSA KOTOPOrO aCCOLMUPYHOTCS
C TSXenblM norpaHuyHeiM BBO n cmepTtenbHbiM nexogom
B MIafjeH4YeckoM BO3pacTe, ABMATCA rMobynspHble cy6-
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pomeHbl (LG1-5) a3-uenu, koTopble cBA3bIBAKOTCA C 6en-
KaMu KepaTUHOLMTOB, YeM CrocOo6CTBYIOT AepMOo-3ruaep-
ManeHoW apresvu. Hanpumep, crnefcTBMEM BbISIBIIEHHOW
y naumeHTa c TsXenbiM norpaHuydHeiM BBED, ymepluero
B Bo3pacTe 8 MecsiLeB, roOMO3UroTHOM HOHCEHC-MyTaLun
p.R782X (c.2344C—T) B 9k30He 19 reHa LAMAS3 ctan cuH-
Te3 YKOPO4EeHHOW a3-uenu, B KOTOPOW OTCYTCTBYIOT rnoby-
nsapHble LG-cy6aomeHbl, cogepxatume canTbl CBA3bIBAHUSA
WHTErpuHa u NpoTeornmKaHoB KNIeTOYHOM NOBEPXHOCTU Ke-
paTtuHouuToB [27, 86, 87].

BnusHnem Ha LG3-cy6pomeH o3-uenu nammHuHa
O6YCMOBMEHO MaToOreHHoe 3HadYeHWe HOHCEHC-MyTaumm
K1299X, BbISIBEHHOM Yy NaumeHTa C TSHXKeNbIM norpaHuy-
HbiM BB3, ymepluero B Bospacte 6 mecsues [79]. Mpeg-
nonaraeTcsl, 4TO 3apsiKeHHble, 0CO6EHHO OCHOBHbIE, aMu-
HOKUCIOTHbIE OCTaTKW, Takne Kak nuM3vH B nosuuumn 1299,
y4acTBYIOT B YCTaHOBMEHUM CBA3EN MexXay rnobynspHbIM
LG-pomeHOM a3-Lenn naMuHUHA U MHTErpMHaMm unm re-
napuvHoONofo6HbLIMK peLenTopaMmm KNeTo4YHOW NOBEPXHOCTH
KepaTuHoumnTos [88]. Mo3ToMy M3MeHeHNs UMEHHO B 3TOM
y4yactke MOMeKysnbl CrOCOGHbI 3HAYUTENIbHO YMEHbLUUTb
AepMo-3anuaepmarnbHyo aaresuto.

YTpata BaXHbIX CaNWTOB CBA3bIBAHWA B pesysnsrare
YKOPOYEHUSI MONUMNenTUaAHOM Lenn SBNSeTCs MPUYMHOMN
TSXKENOoro Te4eHUs NorpaHNYHoOro BPOXAEHHOro 6ynnesHo-
ro anuagepmonuaa ¢ aTpesven npuepaTHUKa, BbI3BAHHOMO
MyTauusamm reHoB ITGA6 vn ITGB4. B Bo3pacTte 23 gHen
BCNEACTBME MYNLTUOPraHHOM HefoCcTaTOYHOCTU  yMep
naumMeHT C roMO3WroTHOW feneuyen OofHOro OCHOBaHWA
791delC B reHe ITGA6, B pe3ynbrarte KOTOpon 6binn yTpa-
YeHbl 60mbllas 4acTb BHEKNETOYHOro AOMEHA U TMOMHo-
CTbl0 — TpaHCMeMO6paHHbIN U BHYTPUKIETOYHLIA JOMEHbI
a6-cy6beanHuLpbl nHTerpmHa [89]. CmepTb naumeHTa ¢ KoM-
nayHg-retepo3urotHon mytaumen p.C738X/c.4791delCA
reHa ITGB4 nactynuna B Bo3pacte 3 Mecsues [78]. Cneg-
cteuem peneunn c.4791delCA crtana noteps nocnegHux
278 aMMHOKUCNOT MNOMUMNENTUOHOW Lenu BHEKEeTOYHOro
JOMeHa, KOTopble CBA3bIBAIOTCA C aHTUreHOM BYrnne3Horo
nemcuronaa BP180 [90]. B pesynsraTe gpyrov mytaumm —
p.C738X NOMHOCTLIO yTpaunBaeTCcs ero BHYTPUKIETOUHbIN
OOMeH B4-cy6beauHULbI MHTErpuHa, YTO MOrmOo NOBAUATL
Ha c60pKy nonygecMocomsl [91].

HecMoTpsa Ha TO 4YTO B cnyyae MyTauuin, NPUBOSALLMX
K 06pa30BaHuNi0 NPEeXAEBPEMEHHOIO CTOM-KOAO0HA, MOXHO
NPOrHo3MpoBaTb CUHTE3 6erika, XOTA U YKOPOYEHHOro, Cy-
LLEeCTBYIOT MexaHu3Mbl, obecrnedmsaroLme nosiHoe OTCyT-
CTBUE 3KCNpeccun MyTaHTHoOro 6enka. Hanuuve npexpe-
BPEMEHHbIX CTOM-KOAOHOB acCCOLMMPYETCH C YCKOPEHHbIM
pacnafoM CUHTE3MPYIOLLIMXCA aHOMallbHbIX TPaHCKPUNTOB
PHK 1 oTcyTCTBMEM 3Kcnpeccun COOTBETCTBYHOLLLEro Mo-
nvnentuaa [92]. MNpepnonaraeTcs, YTO YMeHbLUEHNE ypoB-
HA TpaHckpunTa MPHK o6ycnosneHo HecTabunbHOCTLIO
MyTaHTHOM npe-MPHK u13-3a HapylieHuin npoueccuHra
TpaHckpunTta [93]. MNosTtoMmy myTauuMmM c o6pa3oBaHUEM
npexaeBpeMeHHbIX CTOM-KOAOHOB MOTyT MPUBECTU K 3Ha-
YUTENbHOMY YMEHbLUEHUIO YPOBHSI COOTBETCTBYIOLLEro
TpaHckpunta MPHK u3-3a  HOHCeHc-onocpefoBaHHOro
pacnaga MPHK [94, 95]. CoOTBETCTBEHHO, MOSIHOE OTCYT-
CTBME 3KCMnpeccun namMuHuHa-332 nnn obB4-uHTerpuHa
y MauMeHTOB C TAXeNbIM TeYeHueM norpaHuyHoro BBO,
BbI3BAHHOMO MyTaUMAMK C 06pa3oBaHNEM MpexaeBpemMeH-
HbIX CTOM-KOLOHOB, MOXET ObITb OGYCIOBNEHO O6bICTPLIM
pacnagom myTtaHTHon MPHK [79, 96, 97].

Pacnagom mytaHTHoM MPHK, npuBogswmm K non-
HOMY OTCYTCTBUIO 3KcCnpeccun 6enka, O6bil 0O6bSACHEH
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BbIPaXEHHbIN NaToNOrnMYecknin  aPEKT rOMO3UMOTHLIX
MyTaumi c.566+3_+6delAAGT B reHe ITGB4 y naumeHTKu,
yMmepLLen B Bo3pacTe 5 Hegdenb OT cencuca, u ¢.388-5T>G
B reHe /ITGA6 y nauuneHTa, ymepLuero B Bo3pacte 3 Mecs-
LeB OT OCIOXHeHU 60ne3Hun [76]. BbipaxeHHOe yMeHb-
LeHne ypoBHA TpaHckpunToB MPHK, KoTopkle 06pa3oBbl-
BasiMCb 3a CHYET aKTMBaLUWUWN CKPbITLIX CAalTOB crnfancuHra
CO COABWUIMOM pPaMKW CYUTbLIBAHUA, ObINO OTMEYEHO y pe-
6eHKa C roMO3WUroTHOW MyTauuen canta cnnamcuHra
3793+1G>A reHa ITGB4. CmepTb pebeHka HacTynuna
B Bo3pacTe 1 mecsiua [98, 99].

M3BecTHbI apyrve BHYTPUKNETOYHbIE (DAKTOPbI, KOTO-
pble NPenATCTBYIOT NOABMEHUIO MYTAHTHOrO 6efika B 30He
AepMo-3rmaepManbHoro coeguHeHns. MNockornbky co6opka
TpuMepa namMuHUHA CcYUTaeTcss Heo6XOAUMbLIM YCIOBU-
eM [Nl ero BHYTPUKIETOYHOM TpaHcnokauuu B annapat
lonboXu, panbHenLwero co3peBaHus 6enka u ero cekpe-
Lunn 13 kepaTuHouuTa, npegnonaraeTcs, YTo B pesyrnsraTte
MyTauuin, HapyLLatoLLmMX npoLecc cOopkn Tpumepa, yHK-
LMoHarnbHbIN NaMnHUH-332 He MOXEeT MOSABUTLCA B 30HE
aepMo-anuaepmansHoro coeamHeHuns [100].

Opyrum  dakTopoMm, npenaTcTBylOWMM  MosiBre-
HUIO MyTaHTHOro 6enka B 30He JepMo-anupepmarns-
HOro COefiMHeHus, ABNseTCs ero perpagjauus BHYTPU
KepaTuHounTa, MOCKOMbKY 6eNku, CTPYKTypa KOTOPbIX
OTNMYAEeTCs 3Ha4YUTENbHLIMU HapyLUEeHUAMKU, MOTYT Mof-
BEPrHYyTbCA BHYTPWKIIETOYHOMY MpoTeonusy. JTo cTa-
N0 OfHUM U3 BO3MOXHbIX OOBLACHEHWA GUONOrMY4ecKoro
abdekTa cnoxHorn nepectporikn R223X/Ex11_Ex18dup
reHa LAMC2, koTopas 6bina obHapyXeHa B COCTOSHUM
KoMnayH[-reTepo3nroTHOCTW C HOHceHc-MyTaunen R223X
(784C—T) y mauMeHTKN ¢ TsSXKeNbIM norpaHnyHeiM BB,
ymepLlen B Bo3pacTte 4 Hegenb [85]. Mytauma R223X/
Ex11_Ex18dup npepgcrtaBnsier cob6on KpyrHylo Aynnuka-
Lm0, NpyY KOTOpPOW MpoucxoguT BcTaska obnactn kAHK,
COOTBETCTBYIOLLEN 3k30HaMm 11-18 reHa LAMC2, B pamKy
CUUTBIBAHUA MeXy 3K30HaMu 6 1 7. Bblno o6HapyXeHo,
4YTO 13-3a AynnnkKauumn parMeHTa, KOgNPYIOLLLEro 3K30HbI
11-18, kepaTMHOUUTLI NaUNEHTKU 3IKCMNPECCUPYIOT, XOTS
N B HE3HAYUTENBHOM KONUYECTBE, KPYMHLIN aHOMAaIbHbLIN
TpaHckpunT MPHK LAMC2 Ha 1286 HyKneoTupoB OJIWH-
Hee, YeM aHanor gukoro Tuna. MNpepgnonaraeTcs, 4YTo 3TOT
TPaHCKPUNT CUHTE3MpYeT y2-uenb, YANUHEHHYIO Ha 429
aMVHOKMCIOT, COOTBETCTBYIOLLMX YacTu AomeHa |, Bcemy
fomeny Il n yactn gomeHa lll, BcTaBneHHbIM B rnobynsap-
HbIn gomeH V. Tem cambiM aTa KpynHas gyninkaunoHHas
MyTaumMsa Cepbe3Ho HapyLLaeT CTPYKTYPHYIO opraHnsauuio
KOPOTKOro nieva y2-uenu, 4To NPUBOAUT K BHYTPUKIETOY-
HOWM MpoTeonMTUYecKon aerpagauun 6enka. He ncknwova-
€TCA TakXe, YTO aHoMarbHbIN nonunenTng He 6yaeT CUH-
Te3upoBartbcs U3-3a pacnaga MPHK [85].

BHYTPUKNETOYHBIN pacnafg CUHTE3VPOBaHHbIX My-
TaHTHbIX Cy6beanHUL, MHTErpuHa, Yy KOTOPbLIX B pedynsrate
MyTauum U3MeHunachb CTPYyKTypa BaXHbIX Yy4acTKOB amu-
HOKMCIIOTHOM MocCnefoBarTenlbHOCTU, MOXET 6biTb 06bAC-
HEHNEM TSXKENOro TeYeHUs MOorpaHnYHoOro BPOXAEHHOro
6ynnesHoro annaepMonnaa ¢ atpesven npuspaTtHuka. BHy-
TPUKIETOYHBLIM MPOTEONM30M 6bINO 06BLACHEHO OTCYTCTBUE
3KCMNpeccun o06-CyobeauHULbl WHTErpuHa y nauuMeHTKu
¢ myTauuen ¢.387G>T/c.2506-1G>C, ymepLuel B Bo3pacTe
96 OHen mn3-3a cMHOpoOMa OUCCEMUHWPOBAHHOIO BHYTPU-
COCYAMCTOro CBEpTbIBAHWSA, U NaumeHTa ¢ Mytaumen S47L
(p.Serd47Leu; 286C>T), ymepLuero Ha 26-M AeHb XWU3HWU,
B reHe ITGAG6 [73, 101]. HecMOTpsi Ha TO Y4TO MyTaHTHbIN
6enoK 6bI1 CUHTE3NPOBaH, B pesynsTate MyTauui npovc-
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xoguno abeppaHTHOe cBepTbiBaHWE nonunenTuga C Bbl-
paXKeHHbIMU U3MEHEHUSMWN CTPYKTYPbI B-NponennepHoro
JoMeHa ab-cybbeauHuubl uHTerpuHa. [pegnonaraetcs,
YTO C TakMMKU abeppaHTHO CBEPHYTLIMW MonunenTuaamm
CBA3bIBAIOTCA LUAMEPOHbI, YTO obecne4vnBaeT Ux 6bICTPYIO
NPOTEONUTUYECKYIO Aerpafaumnio BHYTPUKIETOYHbIMU NPo-
Teazamu [73].

Mpu norpaHudHom BB3 c aTtpesven npuBpaTHUKa
neTanbHbIA UCXo[, B MNafeHYecKOM WM paHHem [JeT-
CKOM BO3pacTe MOXeT HacTynuTb faxe B cry4ae MucC-
CeHC-MyTauui, CONpoBOXAAOLNXCA NPOAYKUMEN MONHO-
pasMepHoro MyTaHTHoro 6enka. MucceHc-myTauumn resHa
ITGB4 o6HapyxuBanucb B 22% cry4aeB MOrpaHWyHoro
BEO c artpesven npuBpaTHuWKa C neTtasibHbIM MCXOAOM,
npu4emM 9% naumeHToB 6blN KOMMayHA-reTepo3nroTHbI-
MU HOCUTENAMU ABYX MUCCEHC-MyTaLMi, HO NULLb OfHa
MUCCEHC-MyTauus 6bina onvcaHa B reHe ITGA6 [73, 101].
Mo paHHeiM N. Dang u coasT. (2008), aHanuaupoBas-
LIMX XapakTep MyTauun reHa ITGB4 y ymepLumx 60M1bHbIX
€ norpaHu4HbiM BB3 c atpesuelt npuspaTtHuka, y 14,3%
M3 HUX 6bINN 06HAPYXEeHbl MUCCEHC-MYTaL MM B 060UX ar-
nensax reHa, a B 7,1% cnyyaes — feneumm ¢ CoOXpaHeHu-
€M paMKu cuuTbiBaHuA [75].

MpepnonaraeTcs, YTO TAXECTb COCTOAHUA MaLUEHTOB
¢ norpaHunyHelM BBO ¢ atpesven npuspaTtHvka onpegens-
€TCH NONOXEHNEM MUCCEHC-MyTauun B HYKIEOTUOHOW No-
cnepoBaTenbHOCTU reHa ITGB4 [75]. MoryT Takxe MMeTb
3Ha4YeHVe CBOWCTBA 3aMeHAEeMON aMUHOKUCNOThI. Tak, ne-
TanbHbIM UCXoA Habn[ancs y naumeHTos ¢ MUCCEHC-MyTa-
unamm p.Ce1Y, p.C245Y, p.R252C, p.G273D B reHe ITGB4.
Bce aTn MyTaumMm M3MeHsII0T BbICOKOKOHCEPBATMBHbIE 06-
nactu p4-cy6befuHnLlbl UHTErpMHa 1 npuBOQAT K yTparte
NYraHacBA3bIBAOLLMX CBOMCTB CUHTE3UPOBAHHOIO 6ernka
[97]. OTO cTaHOBWTCA MPUYMHOW TSHXKENOro TeveHus 60-
nesHu. Tak, naumeHTka ¢ KoMbuHaumen MMcceHe-myTaumm
n gynnvkauum p.G273D/c.3903dupC ymepna B Bo3pacTe
2 pHewn [75]. MonHoM yTpaTon camToB CBA3bIBAHUA NUraH-
0oB  B4-cy6beauHuLbl MHTErpMHa OOBLACHAIOT MaToreH-
Hble CBOWCTBa KOMOGMHaUMM MuUcceHc-myTaumi p.D131Y/
p.G273D reHa ITGB4, BbIABNEHHbIX B COCTOSHAM KOMNa-
YHA-reTepo3nroTHOCTW y naumeHTa, CMepTb KOTOPOro Ha-
cTynuna B 2-meca4HoM BoapacTte [97].

Kpome TOro, MHorme u3 MucceHc-MyTaumin C Bblpa-
>KEHHbIM MaToreHHbIM 3PEKTOM MO0 3aMEHSAIOT LMCTe-
WH Ha [pyryt0 amMuHOKUCIIOTY, NGO 3aMeHsoT by
aMUHOKMUCINOTY Ha umcTenH. NMossneHne cepocofepxalle-
ro uUMcTenHa Ha MecTe aprvHuHa B pesynstate MUCCEHC-
mMyTaumn p.R252C n3MeHuNo CTPYKTYpy AUCYNbUAHBLIX
cBfA3en B4-uHTerpuHa, B 06pas3oBaHMU KOTOPbIX LMCTEUNH
NPYHUMAaEeT y4acTue, U TeM camMbIM MPUBENO K UBMEHEHUIO
CTPYKTYpbI NONUAenTuaa 1 notepe nuraHa-ceasbisaoLLen
CMOCOBHOCTU B4-UHTErpuHa y nauueHTKn ¢ KomouHaumnemn
MUCCEHC-MyTaumm 1 fiefeLnn ¢ HapyLLeHeM paMKu CUUTBI-
BaHusA p.R252C/c.658delC, ymepLuei B Bo3pacTte 147 gHen
[75]. C 3ameHoI 0CTaTKOB LUCTENHA CBA3LIBAIOT TSXENble
nocnegcTena norpaHnyHoro BBO c artpesweli npuspart-
HWKa, BbI3BAHHOIO MOMO3WIOTHBIMU MUCCEHC-MyTauuaMm
p.C61Y/p.C61Y n p.C245Y/p.C61Y, Tak Kkak yTtparta uu-
CTenHa npenaTcTByeT 06pa3oBaHMIo  PU3UONOrN4ecKnX
BHYTPULENOYEYHbIX UK MeXLernodYeyHbIX AMCYNbMOUOHbLIX
CBA3e U TeM caMblM MOXET WM3MEHUTb KOHopmauumio
n/vinn apdMHHOCTL CBA3bIBAHUS NMUTraHAA C BHEKETOYHBIM
OOMeHOM B4-cy6befnHuLbl nHTerpvHa [78, 97, 102].

Takum o06pas3omMm, MUCCEHC-myTauum 6yayT onpege-
NATb neTanbHbIA (PEeHOTUN MauMeHTOB C MorpaHuyHbIM
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BPOXAEHHbIM OYyNne3HbIM 3NUAEepMONM30oM C aTpesnen
npuepaTHUKa, NpuMBOAsA K CUHTE3Y CyObeaunHUL, NHTerpu-
Ha, KOTopble U3-3a 3aMeHbl aMUHOKUCIIOTbI 3HA4YMUTESIbHO
N3MEHSAIOT CBOK CTPYKTYPY W TEpSloT CMNOCOBHOCTL Bbl-
NOJHATL cBOU dDYHKLMM [97].

Paspen 2

[MorpaundHeivi BB cpesHent TAXecTy, BbI3BaHHbIN
MyTaynamm, accounmnpyroLnMmnCA ¢ TAXKETbIM
norpasnyHeim Bb3

HecMoTpsa Ha TO 4TO MyTauuK, NpUBOAALLME K 06paso-
BaHWIO NpexXaeBpeMeHHbIX CTOM-KOAOHOB, acCoLnnpyoTcs
C TSXENbIM TeYeHMeM MOorpaHUyHOro BPOXAEHHOro 6yn-
Ne3Horo anuaepMonn3a 1 CMepTbio NauMeHToB B MNajeH-
YECKOM U paHHeM JeTCKOM BO3pacTe, N3BECTHbI cry4au,
Korga Takue Mytauumn o6Hapy>X1UBanuck y naumeHTos ¢ Mno-
rpaHUYHbIM  BPOXAEHHBIM  6YNNe3HbIM  aNUAEPMOSIN30oM
cpegHer TSXEeCTU WU NPU TSXKENOM TeYEeHUWU rorpaHuy-
Horo BBO3 ¢ atpesven npuspaTHuka. Hanpumep, B ogHowm
ceMbe Y ABYX 6O0SIbHbIX C KIMHWYECKUM MPOSIBIIEHNSAMU
norpaHn4Horo BB cpefHen TaxecTn — cTapLuen cecTpbl
W MnagLero 6para, 6bi1a obHapyXeHa KoMO6uHauma MmyTa-
unn R635X/1438del5, npuBogdaLLmx K 06pa3oBaHnIO Mpex-
neBpeMeHHoro cron-kogoHa [103].

OTmeyeHa Takxke BO3MOXHOCTb 3HAYUTENIbHOMO Yry4-
LUeHNs1 nepBoOHAaYasibHO TAXKENOro COCTOSHWUA 6GOMbHbIX
BPOXAEHHbLIM 6YNe3HbIM 3NMOEepPMONIM30M CO BPEMEHEM.
B 7-neTHem Bo3pacTe Obina o6cnefoBaHa MNauUMEHTKa,
Yy KOTOPOW My3bIpy U OBLUNPHLIE 3PO3UN CTaNN BO3HUKaTb
BCKOpe Mocne poXxaeHuUs B MecTax TPeHusi, B Nepsble Me-
CALbI XKU3HWU MOABUNNCHL MOPaXeHue CnmnsncTon o6onou-
KW MOMOCTN pTa, W3bA3BIIEHUS POroBuULbl, U3bA3BMEHUA
3y6HON 3Marnu u oHuxogucTpodus, a K 9 mecsauam 6binm
yTpadeHbl Hortu [104]. B reHe LAMB3 nauueHTKu 6bina
BbliBfieHa KOMOGUWHaumsa myTtauun R635X/1587delAG, ka-
Xpas u3 KOTopbIX MpuBerna K o6pas3oBaHuIo Mpexpaes-
pemMeHHoro cron-kogoHa. O6cnegoBaHne, NPOBEAEHHOE
BCKOpe nocre poxpaeHna pebeHka, nokasasno, 4To MyTaHT-
Haa MPHK B3-uenn namvHuHa noggsepranacb 6bICTPOMY
pacnagy. MNpy MMMYHOTHOOPECLEHTHOM UKCCefoBaHnn
éuonTaTa KoXu 6bI510 YMEHbLLIEHO CBeYeHNe aHTuUTen K $3-
N y2-UensM namMuHMHA, a Takxke KO BCEer Mornekyrne namu-
HVMHa-332. TeM He MeHee Ha NPOTSXKEHUU MEePBLIX N1ET XU3-
HY pebeHKa CKIOHHOCTb K 06pa30BaHuIo My3biper Ha Koxe
NocTeneHHo yMeHbLUanach, 1 K 4 rogam 4yBCTBUTESIbHOCTb
KOXW pebeHKa K MEXaHU4eCKUM BO3[AENCTBUAM 3HAYUTENb-
HO yMeHbLUMNachb, a WMHTEHCUMBHOCTb CBEYEHWs aHTuUTen
K namMuHuHy-332 1 ero Lensm 3aMeTHO yBenuyunach, XoTs
OHO 1 He CTano CrsoLUHbIM.

O6bACHEeHMEM  YNyudLLEeHUs COCTOSIHUA  MauMEeHTKU
C KOMOGWHauven MyTauun, npuBOAALLMX K 06pas3oBaHuio
CTOM-KOAOHA, CTan CUHTE3 ykopo4deHHon MPHK, koTopas
cofiepxana He TOMbKO feneuuio ABYX nap OCHOBaHWM
1587delAG, HO 1 nomnHyto geneumio 3k3oHa 14 (379 n.H.),
B KOTOPOM 06pasoBasncs npexneBpeMeHHbIA CTOM-KOLOoH,
n3-3a Nponycka 3TOro 3K30Ha Npu CYUTbIBAHUW. ITO BOC-
CTaHaBnuBano pamKy CuYUTbIBAHWA, Oenano TpaHCKpuMT
CTabubHLIM M NMPUBOAMIO K CUHTE3Y 1 ceKkpeunn B3-Lenu,
YKOpOYeHHOW Ha 127 amuHokucnot gomeHos Il u lll. OT1-
CyTCTBME 3TUX aMMHOKUCIOTHBIX OCTATKOB He HapyLluano
CMOCOBHOCTL MyTaHTHOM B3-Lenu BKNo4YaTbCA B retepo-
TpUMepbl NaMUHNHA-332, KOTOPbLIA CEKPETUPOBANCS B 30HY
6a3anbHon MembpaHbl Koxu [104].

Heneuuns 1587delAG reHa LAMB3 6bina BbisiBNeHa B ro-
MO3WUrOTHOM COCTOSIHUM Y 15-neTHero naumeHTa € nerkum
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TEeYeHNeM NorpaHNYHOro BPOXAEHHOro 6ynnesHoro anvaep-
MOfn3a, KOTopoe 6bINo OOBSICHEHO TEM Xe MEXaHNU3MOM —
NPOMYCKOM 3K30Ha, HECYLLEro npexxpaeBpeMeHHbIN CTOoMn-Ko-
[OH, MPY CYUTLIBAHUW reHETUHECKOM nHdopmMaLmm [85].

lMponycK 9K30Ha, Hecywero npexaeBpeMeHHbIn
CTON-KOAOH, MPU CYUTLIBAHUN BO3MOXEH TakXe MNpu HOH-
ceHc-myTaumax [105]. YV OByx 6paTbeB, 06CnefoBaHHbIX
B Bo3pacTe 32 n 39 net, KNMHMYeckas KapTuHa 3abone-
BaHW COOTBETCTBOBasa MOrpPaHU4YHOMY BPOXAEHHOMY
3NUAEePMONnU3y CpefHern TAXeCTU. Y HUX oTMevarnoch pac-
NpoCTpaHeHHoe NopaxXeHne KoXu, NpeacTaBneHHoe yyacT-
Kamu aTpodnmn, psagoM ¢ KOTOpbIMKU pacronaranmcb 3po3nn
M remopparuyeckmne Kopku, Ha HEKOTOPbIX yHacTKax — WH-
TaKTHble Ny3bipn. Y 060omx 6paTbes 6bINN BbISBIIEHbI 3K30-
¢uTHO pacTyLimne onyxonu [106]. Mpu o6cnegosaHum 6bina
o6HapyXeHa NpoayKUuMsA TpaHCKpUNTa C NPornyckom Hecy-
ero HoHceHc-myTaumio Q834X 3k3oHa 17 reHa LAMB3
M C COXpaHeHMeM paMKu CHUTbIBAHUA, XOTS 3KCMNpeccus
6enka He 6bina obHapyxeHa. OXngaeTcsi, YTO YKOPOYEH-
Hble 6enkun, Kogupyemble 3TUM TPaHCKPUNTOM, 6yayT -
LEHbl BaXHbIX JOMEHOB, y4acTBYOLLMX B NMPUKPENIEeHnn
K KNEeTOYHOMY MaTpUKCy, HO BCe Xe MOryT rnopaepxuearb
aaresuvio, TeM caMbiM YMeHbLLAsA TAXECTb 6ynnesHoro no-
paxkeHus KoXun. HecooTBeTCTBNE MEX LY KINMHUYECKOM Kap-
TUHOW 3a60neBaHns cpefHern CTENEHN TAXECTU U MOSMHbIM
OTCYTCTBMEM CBEYeHUa aHTuTen K B3-Lenn 61110 06bsicHe-
HO MoTepen aNUTOMNOB, C KOTOPbIMU CBA3bIBAETCH UMMYHO-
donoopecueHTHasa MeTka Ha B3-Lenu, BbI3BaHHOW MyTaum-
el, Ho He ¢ oTcyTcTBmneM B3-uenm [105].

MpUYMHOM YaCTUYHOrO BOCCTAHOBIEHUS 3KCMpeccum
TpaHckpuntos MPHK, copepXalumx HOHCeHC-myTaumm
WNn [pyrve myTtaumMmM CO COBUIMOM PaMKU CUUTbIBaAHWSA,
cuuTaeTcs CyLlecTBOBaHME anbTepHaTUBHbLIX MEXaHN3MOB
KOHTPONA CnnancuHra, B pesynerate 4Yero npoucxoauT
abeppaHTHbIM cnnancuHr MPHK, npueogsaLLmii K Nporycky
MYTaHTHOIO 3K30Ha WNW 3K30Ha, copepxkalllero npexpe-
BPEMEHHbLIA CTOMN-KOAOH, C COXPaHEeHMeM PaMKn CHUTbIBa-
Husa [105]. XoTa To4Has ocHoBa nporiycka MyTaHTHOro K-
30Ha Mpu CYUTLIBAHUK MOSTHOCTLIO HEM3BECTHA, CHUTaEeTCH,
YTO [AEeNCTBYEeT MexaHu3M, KOTOpbIA pacrno3HaeT npexpe-
BPEMEHHbIA CTOM-KOAOH MyTeM CKaHWpPOBaHWS pamMKu CYU-
TbiBaHNsA MPHK-npepfLwecTBeHHKa prn6ocoMonofobHbIMu
MosneKkynamu B aape nepeq cnnancuiHrom MPHK [93, 107].
OT0 yKasbiBaeT Ha HEO6XOAUMOCTb OCTOPOXHOCTU NP UH-
TepnpeTauum Koppenaumi reHotuna/deHoTmna B OTHOLLIE-
HUWM MyTauuii NnaMmHnHa-332 1 NPOrHo3npyemMoro KnnHuye-
CKoro ucxopga 3atonesaHus [103].

B cnyyae myTtauui cairta cnnavcuHra BO3MOXeH Apy-
ron MexaHu3Mm, BOCCTaHaBMMBalOLWMIN NpoaykKumnio 6enka.
OnucaH 14-neTHWi IOHOLWA C NOrPaHNYHbIM BPOXAEHHBLIM
6ynnesHbIM 3NMOEepMONM3oM C aTpe3ven npuBpaTHUKA,
y KOTOPOro Mpu poXAEHUU OTMevarnocb reHepanv3oBaH-
HOe My3bIpHOE MOopaXKeHe KOXU, HO CO BPEMEHEM CKITOH-
HOCTb K 06pas3oBaHuio My3bipert Ha MecTe MeXaHU4YeCcKnx
BO3[ENCTBUIA 3HAYUTENbHO YMeHbLuunach, n K 14 rogam
Ona Toro, 4YTo6bl BbI3BaTb 06pa3oBaHue nysbipen, Tpebo-
Basnocb AnutensHoe pactupaHve koxwu [108]. Y nauneHTta
6bIIM  BbISIBMIEHbI B COCTOSIHUM  KOMMayHA-reTepo3uroT-
HOCTW OBe MyTaumu caiTa cnnancuHra reHa ITGB4 —
3986-19T>A/3802+1G>A. bBbINno nokasaHo, 4TO 4acTb
MPHK B4-cybbeanHuupbl MHTErpuHa, TpaHCKpubuposas-
Lasca Ha MyTaHTHOM annene, unaberana HEKOPPEKTHOrO
crnancuHra, B CBA3W C 4eM MNpoayumpoBancs AVKUA Tun
MPHK, 4em 1 66110 06BACHEHO Yry4LLIEeHNe COCTOAHUA na-
LumeHTa ¢ Bo3pactom [108].
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Paspen 3

Morpaunyneii Bb3 cpegHeTsixenoro reyeHuns

Ha ocHoBaHuM pesynstatoB 06CnefoBaHus naumeH-
TOB C MOrpaHuyHbIM BPOXAEHHbLIM 6YNne3HbIM anuaepmo-
NU30M, MEPEXUBLUMX MNafeHYeCcKUh U paHHUN OEeTCKUM
BO3pacT, B KOTOPOM YMUPAIOT NaumeHTbl ¢ Haubonee Ts-
XemnbiM Te4deHveM 60ne3Hn, ObINv  oxapakTepusoBaHbl
MyTaumn, KOTopble acCoLMMPOBaHbl C MEHee TSAXEeNbIM Te-
YEeHMEeM NOrpaHNYHOro BPOXAEHHOMO BYNNe3Horo anvaep-
Monusa. Y 605bHbIX B Bo3pacTe 3 neT u crapiue o6bI4HO
ONarHoCcTUpyeTcs NorpaHnYHbIA BPOXAEHHBIN GYynnesHbIn
3NUOEPMONN3 cpefHen TAXeCTH, pexe — apyrue opmbl
3abonesaHus, B YaCTHOCTW norpannyHbIi BB ¢ atpesunent
npvBpaTHuKa.

MorpaHnyHbIi BBED cpefdHen TAXeCTU 06bI4HO Bbi3bl-
BaeTCsl rOMO3UrOTHLIMU UMK KOMMayHA-reTepo3nroTHbIMU
MyTaumamm reHos LAMAS3, LAMB3, LAMC2 n COL17A1.
OTmeyvaeTca YacToe NosiBNeHne ny3bIpen U 3p03uii, KOTo-
pble Nerko BO3HMKAIOT Ha KOXe U UHOorga — Ha Cru3ucTbIX
060rMo4YKax nocne Hes3Ha4uTernbHbIX TpasM. BbicbinaHus
06bI4HO reHepanuaoBaHHble. [1POAOMKUTENBHOCTE XN3-
HW Takux 60MbHbIX Yalle BCero He ymeHbLuaeTcs. B casn
C 9TUM OTYET/IMBO MPOSIBNAIOTCA KIIMHUYECKME NPU3HAKMU,
XapakTepusyloLlme [nTenbHoOe TeyveHue MorpaHuyHoro
BPOXJEHHOro 6ynnesHoro anvpepmonuaa. NosTopstoLLie-
ecsl nosiBfieHne nysbipenn U 3po3nin, 0CO6EHHO B MecTax,
Hanbornee NoABEpPXEHHbIX MEXaHN4YeCKUM BO3LENCTBUAM,
NPVBOAUT K PasBUTUIO aTpPodmNHecKnX U pybLOBbIX U3Me-
HEHUIA KOXM, BAUSIIOLLMX HA COCTOSIHWME NPUOATKOB KOXW.
B cnyyae nokanusauumn ny3bipHO-3PO3UBHOMO MOPaXKeHUs
KOXW B MecTax pocTa BOJIOC Y NauMeHTOB MOXET pasBuTb-
csl HepybuoBasa unu pyéuosas anoneums BONOCUCTON Ha-
CTW rosfioBbl, MOAMBILLEYHbIX W NaxoBon obnacTten. Hacto
pas3BMBaeTCs OHUXOAUCTPOUSA, KOTOpas MOXET NPUBECTU
K MOnHoM notepe HorTer. Bo3amMOXHO nosiBneHne mMununy-
MoB. [posiBnaloTCA AMCTPOUYECKNE U3MEHEHUs 3y60B,
Kapvec, CO BpeMeHeM 3y6bl MOryT ObITb yTpadeHsbl. [Mo-
paxeHue npuaaTtkoB KOXU M 3y60B HabnwogaeTcs Takxe
My B3pOCHbIX NauMeHTOB C norpaHnyHeiM BB3 ¢ atpesu-
el npuBpaTHMKa, acCoLMMPYIOLLMMCS C MyTauusMn reHos
06- 1 B4-cybbegnHuy uHterpuHa (ITGA6 v ITGB4). On
nauMeHTbl OTNINYAaKTCA BO3MOXHbLIM pas3BUTUEM arTpesunn
npuBpaTHMKa 1 Mo4veBbiBOZALLMX NyTen. OgHako aTrpesus
npvBpaTHMKa MOXET OTCYTCTBOBaTb, YTO 3aTpyAHAET ava-
FHOCTUKY PasfinyHbIX KIIMHWUYECKUX POPM MOrpaHn4Horo
BPOX[EHHOro 6ynnesHoro anvaepmonunaa.

PesynstaTbl UMMYHOMITIOOPECLIEHTHLIX UCCrefoBaHuim
61ONTaTOB KOXW MauUMEeHTOB YKasblBaloT, YTO MOrpaHuy-
HbIi BBEO cpefHen TsxecTy, BbI3BaHHbIA MyTaLUsMU reHOB
LAMA3, LAMB3 n LAMC2, xapakTepu3dyeTcs HanmyMem
[Oeno3nToB NnammnHMHa-332 B 30He [AepMOo-3nuaepMarnbHo-
ro cCoeiMHeHusl, XOTs U B MEHbLUEM KONM4ecTBe Mo cpas-
HEHUIO C KOXeWn 3popoBoro 4enoseka. OgHako myTauum
reHa COL17A1 y nauvMeHTOB C 3TMM Xe 3aboneBaHneM
MOryT COMPOBOXAATbCA KaK yMEeHbLLUEHWEM 3Kcnpeccum
konnareHa XVII Tuna, Tak M MOMHbLIM OTCYTCTBUEM O6€r-
Ka, 06bIYHO He NPVBOAA MPU 3TOM K JfleTanbHOMYy UCXoay.
B HecmepTenbHbIX ciyyasx norpaHnyHoro B3 ¢ atpesuven
npvBpaTHMKa 06bI4YHO BLISBMAETCSA OCcnabneHHoe cBeYeHne
aHTuUTen K B4- unn 06-cydbeamMHnLaM UHTerpuHa B 6uonTa-
Tax Koxwu [97].

CooTBeTcTBEHHO, MyTauuu reHoB LAMAS3, LAMBS3,
LAMC2 v ITGB4 xapakTepu3yloTca y nauneHToB € norpa-
HM4HbIM BBO B Bo3pacTe 3 net m ctapLue coxpaHeHnem
CMOCOBGHOCTM CUMHTE3a MyTaHTHOro 6enka. B cBsasu ¢ aTum
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06bI4YHO BbIABASAIOTCA MUCCEHC-MyTauMmM U MyTaumm camnta
crnnancuHra. BeiasneHve mytaumu, npusogsLLen k o6paso-
BaHWIO MpexaeBPeMeHHOro CTOM-KOA0Ha, TOXXe BO3MOXHO,
HO OHa O6bIYHO MPUCYTCTBYET B KOMMayHA-reTepos3nroT-
HOM COCTOSIHUM B KOMOWHaUuW C MyTauumen, Aoryckaro-
Len cuHTe3 6enka [75, 97]. B cnydae norpaHuyHoro B3
cpepHen TsXecTn, OBYCIOBIEHHOrO MOSMHbIM OTCYTCTBU-
eMm akcnpeccun KonnareHa XVIlI Tmna, MoryT Takxe BbIsiB-
NATbCA FOMO3UrOTHbIE U FeTEePO3UroTHbIE MyTauuu reHa
COL17A1, npusogsLime K 06pa3oBaHuio NpexaeBpemMeH-
HOro CTomM-KogoHa. OTO MOATBEPXAAEeTCA pe3ynbraramu
obcnenoBaHUs NaLMEHTOB.

Hanuuve B coctaBe KOMNayHA-reTepo3nroTHbIX MyTa-
umm B reHe LAMB3 mucceHc-MmyTaumm o6ycrnoBuno CUHTe3
MyTaHTHOro 6enka u passutue norpaHnyHoro BB3 cpegn-
Hen TAXECTU Y NaUMEHTOB, Y KOTOPbIX MyTaumsa Ha Apyrom
annene npuveena K 06pa30BaHUI0 MNpeXAeBpPeMeHHOro
cTton-kogoHa [109, 110]. XapakTepoM U3MEHEHUI MyTaHT-
Horo 6eska onpepenseTcs CTerneHb TAXeCTN 60Me3Hn. Tak,
y 75-neTHel naumeHTKU C MNPOSIBAEHUAMWU MOrpaHUYHOro
BEO cpepHel TAXecTw, BbI3BAHHOrO KOMMayHA-retepo-
3urotHo myTaumernn R635X/T350P reHa LAMB3, cuHTe-
3vposanack nonHopasmMepHas f3-Uenb, Hecyllasa 3aMeHy
T350P [110]. MucceHc-myTauma T350P, pacnonoxeHHas
B 9K30He 10, npeacTaBnsieT cob0r 3aMeHy ocTaTka Tpeo-
HWHA Ha OCTaToK nponuHa B goMeHe llI/V KopoTkoro nneya
B3-uenun. MNpepnonaraeTcs, 4TO MOsIBNIEHNEe ocTaTka npo-
nMHAa B 9TOW 4YacTu MOSIEKYNbl NPUBOAUT K KOHGopMauu-
OHHOMY M3MEHEHMI0 KOPOTKOro nneva B3-uenu, ymeHsLuas
CMOCOBHOCTL 6erka BbINOMHATL ¢8O0 doyHKUmio [110]. Opy-
ras To4e4Has 3ameHa — E210K (628G>A) B 3k30He 7 reHa
LAMB3 B kOM6UHaLmMn ¢ HoOHceHc-myTaumern 123C>T B ak-
30He 3 6blna obHapyxeHa y Tpex 605bHbIX MOrpaHUYHbIM
BB3 cpepHei TaxecTun, SABNSAIOLMXCA YNeHamMu OfHOW
CeMbW, KaxAabld U3 KOTOPbIX Ha MOMEHT o6crefoBaHus
6bin ctapwe 30 netr. Mytauma E210K (628G>A) npep-
cTaBnseT cobov 3aMeHy KOofoHa rnyTamMMHOBOW KUCMOTbI
(GAG) Ha kogoH nuauHa (AAG) 1 NPUBOANT K U3MEHEHMUSAM
B rNo6ynspHOM aMMHoTepMuHansHoMm gomeHe VI B3-uenu.
HecmoTps Ha pacnonoxeHue TodeyHon MyTaumm E210K
B KOHCEHCYCHOW rocnefoBaTtefisHOCTU canTa CrnancuH-
ra, NPM3HaKoB aHOMarsibHOro CrnfiancuHra 9K3oHa 7 BbIAB-
neHo He 6bino. MNpepnonaraeTcs, 4TO MaToreHeTUYeckKoe
3HadyeHMe MucceHc-mytTaumm E210K B pgaHHOM cnydvae
06YCMNOBIIEHO HECKONMbKUMK hakTopamun. Tak Kak oTpuua-
TENbHO 3apsXKeHHas rnyTaMmHoOBasi KMCNoTa 3ameHsieTcs
Ha MOMOXUTENbHO 3apsXeHHbIW OCTaToK NN3uHa, Npouc-
XOOAUT 3Ha4YMMOe W3MEeHeHWe MOoNAPHOCTU nonunenTuaa.
Kpome Toro, npegnonaraetcs, 4to gomeH VI f3-uenu urpa-
€T BaXKHYI0 pofib B COOPKE MOMEKysn faMvHMHA U MOXEeT
6bITb BaXeH ANs accoumauun namuHuHa-332 ¢ gpyrumm
6enkaMy BO BHEKNETOYHOM MaTpuKce. Takum o6pasom,
BbI3BaHHble MyTaumen uameHeHus pomeHa VI B3-uenu
CMOCOGCTBYIOT HapyLUEHUIO CTPYKTYPHOW LIeNTOCTHOCTU
AepMarbHo-anuaepmansHoro coeanuHeHns 1 B3anMopen-
CTBUI NamMnHnHa-332 ¢ ApyrMMmv MakpomMorneKynamm 30Hbl
6azanbHon mem6paHsbl [109].

CepbesHble M3MEHEHWsI CTPYKTYPbl CUHTE3UPOBAHHO-
ro 6ernka, Hapyliamowme ero pyHKUMOHNPOBaHWe, cTanu
NPUYMHON pasBuUTUS NorpaHM4Horo BB cpepHen Taxectu
Yy NauMeHToB, Yy KOTOPbIX UMenacb MUCCEHC-MyTaums. lo-
MO3UroTHas MucceHc-myTauma S265C B 3k30He 11 reHa
COL17A1 6bina obHapyxeHa y 29-neTHel nauueHTKu
¢ norpaHunyHeiM BEO cpepgHen Tsxectn. Mytaums S265C
NPMBOANT K 3aMeHe cepyHa Ha LMCTEUH B MOSIOXeHUn 265
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B BbICOKOKOHCEPBATUBHOW 061acT BHYTPUKIETOYHOrO
aomeHa konnareHa XVII Tmna. MNockonbKy ocTaTku uucte-
MHa MOryT 06pa3oBbiBaTb AUCYNbMOUAHBIE CBA3WU, KOTO-
pble SBAAIOTCA BaXHbIM CTAOGUNU3MPYIOLLMM  (hakTopoM
npv ceepTbiBaHUN 6erka, 3aMeHa cepyHa Ha LMCTEnH Mo-
XeT n3mMeHuUTb KoHopmaumio konnareHa XVII tuna v, cne-
pJoBaresibHO, ero yHKLUMOHMpoBaHWe. XoTa ata MyTauus
nokanusoesaHa BO BHYTPUKIIETOYHOM [OMeHe 6erka, OT-
CyTCTBME CBEYEHWsI MOHOKIIOHASIbHOro aHTuTena K BHe-
KNeToYHOMY [IOMEHY YKa3bIBaeT Ha TO, YTO ee NaToreHHbIN
ahpeKT 06ycrnoBfieH OTCYTCTBMEM BHEKIIETOYHOrO goMe-
Ha B KOXe naumeHTKku. [NpegnonaraeTcs, 4TO 3Ta MUCCEHC-
MyTaums NpensTCTBYET NPaBUiibHOMY pa3meLLieHno 6enka
B KJIeTO4YHOW MeMb6paHe. OCTaloLWmiAca BHYTPU KIETKN My-
TaHTHbIA 6eroK, No-BUAMMOMY, HecTabuneH 1, BEposiTHO,
6bIcTpo paspywaetcsa [111].

Y 50-neTHen XeHLWMHbl norpaHnyHeii BBED cpepHen
TSXKECTU OblN BbI3BAH KOMOMHAUMEN MUCCEHC-MyTauum
G627V n BctaBkm 3514ins25. MucceHc-myTaumsa G627V
npepcTasnseT cobor 3aMeHy rnuuMHa Ha BanuH BHYTPU
BHEKNETOYHOro KonnareHoBoro pervoHa komnareHa XV
TMna, xapaktepuaytolierocs 25 nostopamu Gly-Xaa-Xaa
[112]. CnenctBueM HapyLLeHUA HEMPEPBLIBHOCTU MOCNEeno-
BaTenbHocTn noetopoB Gly-Xaa-Xaa siBnseTcs nosbiLle-
HVe 4YyBCTBUTENBLHOCTU K AEVCTBUIO MpoTeas M 6bICTpoe
paspyLueHue 6enka npoTteaszamu. [Mpn o6cnegoBaHun yne-
HOB CEMbW OTMEYEHO TaKXe, YTO y ABYX fAeTelr NaumneHTKn
C KOMMNayHA-retepo3urotHon mytaumnen G627V/3514ins25
He 6bIN0 NOPaXeHNs KOXU, HO UMENUCH BblpaXkeHHas rmno-
nnasus amanu 3y6oB U AMKU Ha amanu [112].

MyTauuu canta cnnancuHra y nauyeHToB € norpaHuy-
HbiM BBO cpegHen TaxecTn xapakTepuayoTcs akTusaumen
CKPbITbIX CANTOB CMfancuHra 1 CUHTE30M OfHOrO UMK He-
CKomnbKux TpaHckpuntos MPHK. HacTbe TpaHcKpunToB mMo-
XeT cofiepXaTb MpexaeBpeMeHHbIN CTOM-KOLAOH U 6bICTPO
pas3pyLuaTtbCsl, HO BO3MOXEH TakKXe CUHTE3 YKOPOYEHHbIX
TPaHCKPUMTOB, MO3BOMAIOLLMX CUHTE3MPOBaTb YKOPOYEH-
HbIA MYTaHTHbIA GEeNoK, CMOCO6GHbIM OTYACTU BbINOMHATH
CBOW (pyHKLMN.

Cnoco6HOCTb Kak MUHWMYM OOHOMO M3 TPAHCKPUMTOB
obecrneymBatb CUHTE3 MYTAHTHOro 6erfika, KOTOpbIA MO-
XeT BCTpamBaTbCA B TPUMEpP U MOAAepXusaTb afaresuio,
XOTSl U MEHee BbIPaXEHHYIO MO CPaBHEHUIO CO 3[0POBbI-
MU NOAbMUW, onpefenseT cTeneHb TAXECTU NorpaHnYHoro
BEO ¢ myTaumamu canta cnnavicuHra. Tak, y 7-neTHero
naumeHTa ¢ norpaHu4HoeiM BB cpegHen TsxecTn, conpo-
BOX/AaBLUMMCSl YMEHbLUEHNEM 3KCMNPECCUn y2-Lenn namu-
HWMHa-332 B KoxXe, Oblna BbisiIBNieHa KOMMayHA-reteposu-
rotHas mytaumsa 3511insA/522-1G—A reHa LAMC2 [113].
Hannuune geno3ntos nammnHnHa-332 B 30He fepMo-anuaep-
MasibHOro COeMHeHUs 3TOro naumeHTa 6bi10 06BLACHEHO
nocrnegcTeBMAMKM MyTaumm camnta crnavcuHra 522-1G>A.
OHa BnusieT Ha akLenTopHbIA CalT cnnancunHra MHTpoHa 3,
HapyLuas KOppekTHbIV cnnancuHr npe-mPHK LAMC2, B pe-
3yneTarte 4ero o6pasyloTcs ABa MyTaHTHbLIX TPaHCKpunTa.
OgvH 13 TpaHCKPUMTOB NPOAYLMPOBANICA C MPOMYCKOM
3K30Ha 4 NpV CYUTbLIBAHWM FEHETUYeCKon WHopmaumu,
YTO COMPOBOXAANOCh COXPaHEHVMEM pPaMKW CYUTbIBAHWA
n obecneynno CuHTEe3 y2-uenu, B KOTOPOM OTCYTCTBO-
Bann 33 aMWHOKUCNOTbI B aMUHOTEPMWUHANLHOM [OMe-
He V. OKCnepvMeHTanbHO 6bII0 MOKa3aHo, YTO y2-Lemb
B OTCYTCTBME NOAOOGHBLIX 3anuaepmMasnibHOMYy akTopy po-
cTa nosTopoB 2 1 3 gomeHa V He nuiaeTcs CNoco6HOCTU
BCTpauBaTbCA B TPUMEpP NaMUHUH-332, KOTOPbLIN ocTaeTcs
CMoco6eH BbIAeNAaTbCA KNneTkaMu 1 OTKNaabiBaTbC B 30He
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AepMo-anuaepmarnsHon memobpansl [114]. MNpossnexns 60-
Ne3Hn 6611 06YCNOBMEHbI NMPU 3TOM YMEHbLUEHMEM afre-
3UBHbIX CBONCTB 3TON Monekynbl [113].

VY 69-neTHel nauMeHTKn ¢ norpaHnyHeiM BB3 cpepgHen
TSXKECTW, BbI3BAHHLIM TFOMO3UIOTHOM MyTauuMen [OoHOp-
ckoro camta cnnancuHra 4261+1G>C B 9k30He 52 reHa
COL17A1, cteneHb TshxkecTn 6one3Hu 6bina obycrnoeneHa
CUHTE30M Cpean MHOXecCTBa Apyrux sapuaHtos MPHK My-
TaHTHbIX TPAHCKPUNTOB, COAepXaLLmx aeneuun pasnmn4Homn
O7VHBI, B TOM 4YUCNE C COXPaHEHMEM PaMKW CYUTbIBAHUSA,
YTO MO3BOMANO CUHTE3NPOBATL MYTAHTHbLIA YKOPOYEHHbIN
6enok [115]. Okcnpeccusa konnareHa XVIlI Tuna B ee Koxe
6bina ymeHbLueHa [115)]. CuHTe3 M3MeHEeHHOro TpaHCKpun-
Ta MPHK, HecyLlero geneuuto ¢ CoxpaHeHMeM pamMKu cHm-
TbIBaHWS, NO3BONWI MPEANoNIOXNTL MPUCYTCTBUE MYTaHT-
Horo konnareHa XVIl Tuna B koxe 605bHbIX NOrpaHNYHbLIM
BPOXAEHHbIM OYNNe3HbIM 3MMOepMONN3oM cpefHen Ts-
XXECTW, BbI3BAHHBLIM FOMO3UrOTHOW MyTauuenhn [OHOPCKO-
ro canta cnnacudra 1IVS51+1G>A B nHTpoHe 51 reHa
COL17A1 [116]. Bcneacteue myTtaumm IVS51+1G>A cuH-
Teaupyowmiica konmnaredH XVII tuna yTpadvBaeT 4acTb
nosTopoB Gly-X-Y B npepenax Kapb6oKCU-TEPMUHASIBHO-
ro AJOMeHa, YTo gectabunuanpyeTt 6enokK, Tak Kak B 3TOM
y4acTke yTpayMmBaeTcs Croco6HOCTb K 06pas3oBaHuio
KonnareHornofo6Hon TPOMHOW crivpanu. TeM He MeHee
y 22-neTHer nauneHTKn ¢ KoMnayHAO-reTepo3uroTHOn My-
Taumen 3053-1G—C/3871+1G—C B reHe COL17A1, KoTO-
pasi ctTana npuyMHON paseuTmsa norpaHuydHoro BB cpenHen
TshxecTu, konnarex XVII Tvna B 3oHe AepMo-3nuaepMasibHoro
coefinHeHns1 He 6bln 06HapYXeH, HECMOTPSA Ha CUHTE3 MHO-
xectBa abeppaHTHbIX TpaHckpunToB MPHK, cpean KOTopbIX
NPUCYTCTBOBAsNM KakK TPaHCKPUMTLI C HApYLLUEHWEeM PaMKu
CUUTBLIBAHWSA, COAepXXaLlme npexneBpeMeHHbIN CTOM-KOAOH,
TakK Y MyTaHTHblEe TPAHCKPUMTbI, COXPaHsBLLME PaMKy CHU-
TbiBaHuA [117].

MonHbiM oTcyTcTBMEM konnareHa XVII Tuna B Koxe
60MbHbIX MOrpaHnyHbIM BB cpefHel TsaxecTn xapaktepu-
30BasIMCb TaKXXe roMO3UroTHbIE U KOMMayHA-reTepo3uroT-
Hble MyTauun, CONPoBOXAAaBLUMECS 06pa30BaHNEM Mpex-
JeBpeMeHHOro cTon-kofoHa.

PasnnyHbIM 6bIM0 BMAHWE Ha CUHTE3 6enka Konnare-
Ha XVII Tuna HoHceHc-myTaumi reHa COL17A1, yto onpe-
Oenanocb nokanuaaumen mytaumn. Tak, norpaHnyHeii BB
cpepHen TaXecTu y 18-neTHen OeBYLLUKU C FTOMO3UIrOTHOM
HoHceHc-MmyTaumen Q1016X (3ameHa 3151C>T) B ak30He
45 rena COL17A1 conpoBoXAancs ocnabneHHbIM cBeYe-
HWeM aHTuTen K konnareHy XVII Tuna KopoTkMMu oTpeska-
MU B 30HE AepMO-3nuaepMarnbHOro CoOefiMHEHUs, YTo yKa-
3bIBasio Ha npucytcTene 6enka [118]. C gpyroi CTOPOHSI,
nposiBNeHus norpaHny4Horo BB3 cpefHen Taxectn y 9-net-
Hel OeBOYKM C rOMO3UroTHoM myTaumern R1226X (3ameHa
3781C>T) B 9k30He 51 reHa COL17A1 xapakTepu3oBa-
JICb NOSHBIM OTCYTCTBMEM CBEYEHUS aHTUTEN K Konnaresy
XVII Tnna [118]. Y 75-neTHero My>4nHbl U 45-neTHen XeH-
LLMHbI € norpaHnyHbIM BB cpefHen TaxecTu, BbI3BaHHbIM
KOMMayHA-reTepo3vroTHbiMM - MyTaumsamm  R1226X/4424-
5insC n R1226X/1706delA B reHe COL17A1, B 6uonTtatax
KOXW TakXe MOSTHOCTbI0 OTCYTCTBOBANIO CBEYEHWE aHTu-
Ten K konnareny XVII tuna [119, 120]. O6bsicHeEHUEM 3TUX
pasnu4unin mexgy HoHceHc-myTaumamm Q1016X n R1226X
cTtana ux fnokanusaums. NpexpaeBpeMeHHbIn CToMN-KoOoH
B cnydae myTtaumm Q1016X npepbiBaeT cuHTE3 6Genka
B HEKONnareHoBOM foMeHe 6enka, a mytauma R1226X —
B KomnnareHosoM. [lpepnonaraeTtcs, Y4TO MyTaHTHbIN Mo-
nvnenTtua B cryyae MyTauuin B HEKONareHoBOM [OMeHe

Vol. 98, Iss. 6, 2022



28\

6onee ctabuneH [118]. Y naumeHTku ¢ myTaumen R1226X
MyTaums npueena K USMeHeHUsIM B KonnareHoBOM [JOMeHe,
a cBe4eHune aHtuten K konnareny XVII Tuna nonHoCTbIO OT-
cyTtcTeoBarno [118].

HecMoTps Ha TO 4TO NPOAOIMKUTENBLHOCTL XU3HW Y na-
LUMeHToB C norpaHunyHbiM BB cpegHen Taxectn moxeT
6bITb HOPMarbLHON, N ONUCaHbI MOXWIIbIE NALUMEHTLI C 3TUM
3aboneBaHneM, BEpPOATHOCTb CMEPTUN TaKnX 60SIbHbIX B MO-
noloM BO3pacTe Bce Xe cyllecTByeT. B Bo3pacTte 23 net
ymepra nauueHTka ¢ norpaHnyHbiM BBJ, y koTopow 6bina
BblfIBfleHa rOMO3WroTHas MyTauus canTa chnancuHra
1184-1G>A rena LAMC2 [121]. MyTauma 1184-1G>A pac-
nonaraeTcs Ha rpaHuLe UHTpoHa 8 1 ak3oHa 9 reHa LAMC2
N N3MeHsIeT HopMaribHYI0 nocnegosartesisHoCTbL 3’ akuer-
TopHoro canta crinavicudra (AG), 4To nNpuMBOAUT K abep-
paHTHOMY CnnancuHry sk3oHa 9. bbifio nokasaHo, 4To aTa
MyTauma NpuBOAUT K Aeneumm 219 nap HykKneoTUaoB C Co-
XpaHeHWeM paMKu cyuTbIBaHWA TpaHckpunta MPHK,
a B UTOre — K YKOPOYEHWUIO KOPOTKOro nnevya y2-uenu
Ha 73 aMyHOKUCNOTLI B nNpefenax ee cyo6aomeHos Il u IV
[121]. MMpepnonaraeTcsi, YTO YKOPOYEHHbLIA nonunenTng
CUHTE3NPYETCHA B HOPMasibHOM KOJIMYECTBE, NMOCKOMNbKY 3Ta
MyTaums He NPUBOAUT K 06pas3oBaHmIoO NpexaeBpeMeHHo-
ro cTon-kogoHa. Tak KakK y 3TOoW naumMeHTKU gomeHsbl | u I
Y2-Lenu He U3MEeHEeHbl, CUHTE3VPYIOLLNNCS YKOPOUEHHbIN
y2-nonunenTng ocTaeTcs crocobeH BCTpamBaTbCA BMe-
cTe ¢ a3- n B3-uenamu B retepoTpumep. TeM He MeHee
Bcnenctene mytauum 1184-1G>A 13 nocnenoBaTenbHO-
ctn y2-uenu B gomene lll ynaneHsl EGF-nogo6HbIn noBTOp
1 n nonosuHa EGF-nosTopa 2, a Takxe 26 aMUHOKUCIOT-
HbIX OCTaTKOB M3 rnobynsapHoro gomeHa IV, cogepxatine
y4acTKU CBA3bIBAHUS HUAOreHa — 6ernka, KOTopbIi MOXeT
CBA3bIBATL NAMUHKH ¢ KonnareHom IV Tvna n nepnekaHom.
OTO MOXET HapyLuaTb agre3viBHyto yHKumIo y2-uenu na-
MUWHWHA. [lpyroe BO3MOXHOE NocneAcTBme MyTaLMm MOXeT
ObITb CBSI3aHO C OCOBEHHOCTSAMU BHEKIIETOYHOro npouec-
CUHra KOpOTKOro nrnedva y2-uenu namMmuHuHa. YaaneHHbin
B peaynbrate myTtauum 1184-1G>A cerMeHT aMMHOKUCIIOT
rpaHUynUT C Y4aCcTKOM MPOTEOSNIUTUYECKOrOo pacLUernseHus,
HaxoAsaLWmUMCA BCEro Ha 6 aMUHOKWUCIIOTHBIX OCTaTKOB
farnblle OT yTpadeHHOro cermMeHTa aMMHOKWUCIIOTHOM Mo-
cneposaTenbHOCTU. Takum o6pasom, yaaneHue npunerao-
LLiero pervoHa y2-uenu MoxXxeT MeLlaTb NpoTeonnTUYECKO-
My pacLLensieHnto 1, cnepgosaTerbHO, YMeHbLUATb afre3uto
SIKOPHbIX (OUNIAMEHTOB K MONeKynam matpukca 6asansHon
Mem6paHbl UM accoLMMpPOBaHHbLIX C KepaTUHOUMTaMMU UH-
TErpuHoB, TeM caMbiM obycnasnueas pas3suTue NposiBre-
HWin 6onesnu [121].

MopaxkeHne KOXW, KIMHNYECKU COOTBETCTBYHOLLIEE MO-
rpaHnyHoMy BB3 cpefHen TsXecTn, MOXeT ObiTb MpOsiB-
neHvem norpaxunyHoro BB3, BbIzBaHHOrO MyTaumsaMu reHa
ITGB4, 4T0 [OMKHO COOTBETCTBOBAaTL NorpaHuyHomy BBO
C atpesueli npmepaTHuka. Onucanel 2 naumeHTa — 7-neT-
HUIA Marnb4ynK U My>X4nHa B Bo3pacTe 68 neTt ¢ TUNUYHbIMU
NposiBNEHNsMX norpaHuyHoro BEO cpepHen TaxecTn yxe
npv poXxaeHun, Tem 6onee YTo aTpe3nu NpuBpaTHMKa y HAX
He 6bino [122, 123]. OgHako 68-neTHero naumeHTa, Ha4vu-
Has ¢ 12 neT, 6eCrnokounnu NPosIBNEHNS PELIMONBUPYIOLLErO
CTEeHO3a ypeTpsl, a Npy UMMYHOMITIOOPECLIEHTHOM UCCre-
[oBaHuM 6uonTata KoXu ObI0 BbIABIEHO 3HA4YUTENbHOE
YMEHbLUEHWEe CBeYEHNst aHTUTenN K o6- 1 f4-cybbegnHmuam
WHTerpuHa. BeipaXxeHHOe nopa)keHne MOYEBbIBOAALLINX Ny-
Ten 6bIN0 OTMEYEHO Y 7-NeTHero nauueHTa. NeHeTnyeckne
nccrneaoBaHus BbISBUW Y HUX B reHe ITGB4 roMo3UroTHyto
MucceHc-myTaumio G931D 1M komnayHO-reTepo3vroTHyHo
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myTaumio p.P200R (c.599C>G)/c.3793+1G>A. 310 no3eo-
MNO YCTaHOBUTb OBOMM NauMeHTaM AUarHo3 MnorpaHuy-
HbIn BBE3 6e3 atpe3nn npuspatHuka [122, 123].

Paspen 4

MorpaunyHbii Bb3 nerkoro re4eHns

Jlerkum sBNSieTCs nopaxeHWe KOXKM Y MauneHToB
C MOrpaHvyHbIM BPOXAEHHbIM OYnnesHbIM 3MMAepPMOonu-
30M, eCnu BbICbINaHWsA NoKann3oBaHbl Ha OrpaHUYeHHbIX
yyYacTkax KoXu. OTO XapakTepHO A1 NOKann30BaHHOIro
norpaxn4Horo BB3. Tem He MeHee reHepann3oBaHHoe MNo-
paxKeHve KOXW y nauneHTa ¢ norpaHuyHbiM BB3 Takxe mo-
XeT paccMaTpmuBaTbCsl Kak nerkoe, ecriv MHAyLmMpoBaHHoe
TpaBMoOW NnosiBNIEHNe ny3blpert NPoucXoanT peako. B Takmx
cry4asx MOXeT noTpe6oBaTbCA 3HAYUTENbHOE MeXaHuYe-
CKOe BO3[lefCTBME Ha KOXY, YTOOb! MHOYLMpOBaTb NosiBne-
HWe 6YNNe3HbIX BbICbINAHWA.

MopaxkeHne KoXW y NaLneHToB C NerkuM TedeHnem 6o-
Ne3HN MOXeT MaHndecTUpoBaThb cpasdy nocrne poXxaeHus,
HO Npu norpaHMyHoM BB3 ¢ no3gHum Havanom gebroT 3a-
6onesaHnsA NPOUCXOANT COOTBETCTBEHHO B 605ee No3gHem
Bo3pacTe. Jlerkoe TeyeHne 60Nne3HM He UCKIOYaeT pas-
BUTUA UHbIX MOPaXeHnn. Y naumMeHToB MOryT oTMe4vaTbes
aTpodmnyeckme pyobubl, rmnepnmrmeHTaums, OHMXOAMUCTPO-
dous, anoneums, aHoManum 3y60B, HO UX HaNN4ne He ABMs-
eTca ob6a3atenbHbiM [124, 125]. Jlerkoe nopaxeHue KOXu
npu norpaHM4HoM BB MoXeT conpoBoxAaTbCA nopaxe-
HWEeM Opyrmux opraHoBs, B TOM YuUCNe TSKeNbIM. Tak, npuy no-
rpaHu4HoMm BB3 ¢ atpesueri npuBpaTHMKa B KIIMHNYECKON
KapTvHe MOXeT npeobnagatb MnopaxeHue MOo4YeBbIBOAS-
Wwux nyTen. MNMpu aTOM HU NopaxeHne MOYEBbLIBOAALLIMX My-
Ten, HW aTtpe3uns npmuepaTHuka [76, 126] He aBnATCA 065-
3aTenbHbIM NPosiBieHeM norpaHuyHoro BB ¢ atpesuen
npuepaTtHuka [126]. 3agepxkn pocTa 1 pa3BuTus naumeH-
TOB 06bI4HO He HabnopgaeTcs [124, 125]. TeveHne norpa-
HUYHOrO BPOXAEHHOro 6yNnesHoro anuaepmonn3a MoxeT
ObITb NIErKUM C camMoro Hadana 6one3Hu [125], ogHako
B psfe crny4yaes 3abonieBaHne MaHUMEeCTUpPYeT TAXerbIM
nopaxeHneM KoXu, KOTopoe B rnocrefyoLemM cTaHOBUTCA
6onee nerkum [124].

leHeTNYecKne N3MeHeHUs NP NIErKoM TeYeHun rnorpa-
HU4HOro BBD coCTOAT B TOM, YTO MO KpaWHen mepe ogHa
13 ABYX MyTaLuMin Ha 060X annensax AonyckaeT CUHTE3 My-
TaHTHOro 6erka, XoTs CMOCOO6HOCTL ero BbIMOSHATL CBOU
YHKUMN YMeHbLLeHa. [103TOMY UMMYHOMTIOOPECLIEHTHbIE
ncenefoBsaHna 6UoNTaToB KOXW MaUMEHTOB C JIErKUMMU
NPOsIBNEHUAMM NOorpaHnM4Horo BB 06bIMHO AEMOHCTPUPY-
10T PasNNYHOM CTEMNeHN BbIPAXXEHHOCTU YMEHbLLEHNE 3KC-
npeccun MyTaHTHOro 6enka — OT 3Ha4YUTeNbLHOro [0 cnabo
BbIpaXkeHHoro [76, 85, 124—126]. HapyLueHvneM, HO He nor-
HOM noTepen (PyHKUMM MYyTaHTHOro 6efika 6bIno BbI3Ba-
HO nerkoe mny3bIpHOE MOpPaXKeHWe KOXKW, O6YCrnoBreHHoe
KoMnayHa-retepo3vrotHon mytaumen p.C38R/c.4776delG
reHa ITGB4 [126]. Tem He MeHee Nerkoe Te4eHue norpa-
HUYHOrO BPOXJEHHOro O6Yynnes3Horo anvaepmonusa, Bbl-
3BaHHOro MyTtaumsamm reHa COL17A1, MOXeT accoummpo-
BaTbCs U C MPaKTU4ECKM MOSHLIM OTCYTCTBUEM SKCMPEeccun
6erka B 30He AepMo-anuaepMarnbHOro coeguHeHus [127].

CVHTE30M MyTaHTHOro 6enka nposiBMATCA MUC-
CEeHC-MyTaummu, KOTopble Y MaumeHTOB C NerkuM TeyeHu-
eM norpaHmyHoro BB 4acto ob6HapyxvBanmMcb B FOMO-
3UrOTHOM  UNN  KOMMayHA-reTepo3UroTHOM  COCTOSIHUM.
B0O3MOXHbI KOMOGMHALMW  MUCCEHC-MyTaumMmM C  Opyrow
MUCCEHC-MyTauMen, ¢ MyTaumen cavrta cnnamcuHra, Ko-
Topas npusoAuna K abeppaHTHOMY CManCUHIY N CUHTE3Y
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MyTaHTHOro 6efkKa, U gaxe ¢ MyTauuamu, NpUBOAALLIMMU
K 06pa30BaHnio MpexaeBpeMeHHOro CTor-kKofgoHa. Haw-
6onee nerkne nposBneHns norpaHnyHoro BB 6binn ac-
COLMMPOBaHbI C FOMO3UIOTHBLIMW WX KOMMAayHA-reTeposn-
rOTHLIMW MUCCEHC-MyTaUMAMK. Y HoCUTenNen aTux mytauuim
OTMeYaloTCa ONIUTEeSNIbHbIE PEMUCCUM  MOPAaXEHUS  KOXMW
W/vnu no3gHee Ha4ano 6ONe3HN.

Tak, y nauueHTa, poauvsLLerocs ¢ 6ynnesHbiM nopa-
XEHWEM KOXW, 6blna BbisiBIEHAa B COCTOSHUW KOMMayHA-
reTepo3nroTHOCTN KOMBMHaUUS MUCCeHe-MyTaumii R366W/
D982G reHa LAMB3, 4TO COOTBETCTBOBANIO AUarHoO3y no-
rpannyHoro BBO cpenHen Tsxectn. OgHako HabnogasLLm-
€csl y Hero cpagsy rnocrie poXaeHus nysbipHble BbICbINaHUs
perpeccupoBanu u 6onee He NOSABASANMUCH, YTO 6bI10 06BAC-
HEHO CMOCOBGHOCTBLIO MYTaHTHLIX GEMKOB BLINOMHATL CBOU
dyHKumm [102].

Haob6opoT, ¢ no3gHMM Hayanom 6O0Me3HN B LUKOMb-
HOM BO3pacTe M ee JNerkMM TeYeHneM accouumposanach
mucceHc-myTauma R1303Q (p.Arg1303Glu; ¢.3908G>A)
B 9K30He 52 reHa COL17A1. MNMopaxeHne KOXWU Yy Hero
NPOSIBNANOCHL My3bIPAMU B ANCTalbHbIX OTAENax BEpPXHUX
N HUXKHUX KOHEYHOCTEN W Mepuofmnyeckyn B MOnocTu pra
[118]. Mytauma R1303Q HeogHOKpaTHO onMcbiBanacb
B cfyyasx norpaHu4Horo BB3 ¢ nosgHum Havanom. OHa
obHapyxusanacb B rOMO3WUrOTHOM COCTOSHUM y 17-neT-
Hero nauueHTa, y KOToporo nysbipy Brnepsble NOSBUIUCH
B BO3pacTe 8 neT, N B KOMMayHA-reTepo3nroTHOM COCTO-
AHMM €.1992_1995delGGGT/p.R1303Q y AByx naumeHToB
N3 0HOM ceMbM, 06CnefoBaHHbIX B Bo3pacTe 27 u 32 net
COOTBETCTBEHHO, Y KOTOPbIX 60Me3Hb NposiBunack B 6-neT-
Hem BogapacTe [128, 129]. Hanbonee BeposiTHbIM 06bACHE-
HVeM ee NaToreHHOCTU NpeAcTaBnAeTcs, YTo B pe3ynsraTte
nosiBfieHs B aMMHOKMUCIIOTHOW nocnefoBaTtefisHoCTU rny-
TaMuHa BMeCTO aprmHuHa co3faeTcs HOBbI CalT Ans BO3-
OEeNCTBUA TpaHCryTaMuHas, KoTopble KaTanum3upyroT 06-
pa3oBaHve CBA3e MeXAy Monekynamu, copepXalummm
rnytamuH. O6pa3oBaHne HOBbIX HE(PUINONOrMHECKMX BHY-
TPU- NNU MEXMONEKYNAPHbLIX MONepeYHbIX CBA3EN B More-
kyne konnareHa XVIl Tuna nogreepxxpgaetcs o6Hapy>XeHu-
eM y HocuTtenern mytaumm R1303Q reHa COL17A1 noMMMo
HopmanbHoro 180-kD al-(XVII)-nonunentnga, 6onee kpyn-
HOM MMMYHOpeaKTUBHOW nonockl konnareHa XVIl, kotopas,
BEPOATHO, NpeAcTaBnsaeT cobon arperar 6ernka ¢ BHYyTpU-
NN MEeXMONeKYNAPHbIMU nonepeyHbiMu ceasamn [118].
Bcnepncrteue o6pasoBaHus 9TUX CBA3EW B3aMMOJENCTBUE
nuradgos ¢ konnareHom XVII Tvna MoxXeT 6bITb HapyLue-
HO, M TEM cambIM OCrabnseTcs Unn MosIHOCTLIO TepseTcs
CMOCO6HOCTL canToB cBa3biBaHWA konnareHa XVII tuna
06pa30BbIBaTL CBA3N CO CBOMMU (DU3NOMOMMYECKUMN NN-
raHgamu [118].

MposiBNeHne nopaxeHus KOXu B 6onee nosgHeM BO3-
pacte B cnyyae HOCWUTeNbCTBa MWCCEHC-MyTauui BO3-
MOXHO M y NauveHToB C MorpaHnyHbiM BBO ¢ atpesuven
npvepaTtHuka. MNpu obcneposaHnn 17-neTHero nauueHTa
C NErko BblPaXeHHbLIM Ny3bIPHBIM MOPaXeHnem Koxu 6bina
BblfIBfleHa KOMMayHA-reTepo3urotTHas MUCCEHC-MyTaums
p.P200L/P305L (c.599C>T/914C>T) reHa ITGB4 [76].
3aboneBaHve y Hero maHudecTMpoBano cpasy nocne
poXAeHUss aTpe3vei npuBpaTHWKA, OfHAKO My3blpHble
BbICbINAHWNA Y Hero ObINN BnepBble 3amMeYeHbl NULLL Mo-
cfle TOro, Kak naumeHT Hadan xoguTb, W pacnonaranncb
OHW MPEeVMYLLIECTBEHHO Ha Horax. JlerkocTb Te4yeHus 60-
nes3Hun nopTeepXpanacb TeM, YTo OGynnesHble BbICbINaHus
MOFIN He MOSABNATLCA Ha MPOTSXEHUN HECKONbKUX Mecs-
ueB. KpaiiHe pepko MnosiBNAMMCL My3bipy B MOMOCTU pTa
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[76]. AHanornyHo 3TOMYy nauueHTy, npu obcnenoBaHUU
11-neTHero masnb4mnka ¢ norpaHuyHseiM BB ero pogutenu
NOMHUAN O BO3HUKHOBEHUU MEPBbLIX My3blpeN, BbI3BAHHbIX
TpaBMOM 1 pacrosiaraBLLUMXCA TOMbKO Ha KUCTAX U cTonax,
B BO3pacTe 5 neT, XOTA B MeOVLMHCKOW HOKYMeHTaLun
6b1S1 3aperncTpupoBaH MakT NoABNEHUS My3bIPer Ha KOXe
npy poxpaeHun. lNpuynHon 3abonesaHws 6bina Komna-
YHO-reTepo3nrotHas MucceHc-mytaumsa p.P305L/S306L
(c.914C>T/917C>T) reHa ITGB4 [76]. O6wum ans amuHo-
kucnot P200, P305 n S306 sBNseTca Mx pacrnonoxeHue
BO BHEKNETOYHOM [oMeHe [4-cyObeauHULbI-MHTErpuHa
B npepenax 6oratoro LUMCTEMHOM YETBEPTOro TaHAEMHOro
nostopa VWFA-gomeHa. lNMpn nM3y4eHUn BO3MOXHbIX MO-
cnegcteuii mytaumin p.P305L n p.S306L 6bino nokasaHo,
YTO OHU He BMUAIOT HX Ha CMMANCUHN, HX Ha ypoBeHb MPHK,
HW Ha KOnM4ecTBO npoayumpyemoro 6enka [76]. K 3ameHe
amMuHokucnoTel B ToM xe VWFA-gomeHe f4-cyb6benmHu-
Lbl-MHTErpMHa npueena mucceHc-myTtauus p.C590Y reHa
ITGB4, BbisiBNeHHast B KOMOMHALMM C HOHCEHC-MyTaumen
R751X (p.C590Y/R751X) (c.1769G>A/2251C>T) y 26-neT-
HEM XXEHLUMHbI C NEerkMM Te4deHueM norpaHudHoro BBO
C artpesuen npuspatHuka. XoTa obpasoBaHue ny3bipen
Ha KMCTSX M CTOMax OTMeYasnoch Yy Hee yXe rMpu poXxaeHnun
M NPOAOKANOCh Ha NPOTSXEHUN BCEN XU3HU B yHacTKax,
noJBepraBLUNXCA MEXaHU4eCckKUM BO3[ENCTBUAM, CO Bpe-
MEHEM CKJIOHHOCTb K 06pa30BaHUIo NMy3bIPHLIX BbIChINaHUI
yMeHbLUunach [76].

Jnwb nocne nonosoro co3pesaHns ctanu NosBNATLCA
ny3bIpy B gUCTasbHbIX OTAENax KoHe4YHocTel — Ha nafo-
HSX, 3anACTbaX WM MOAOLUBAX y B3POCIIOro HOCUTENs Ha-
crnepyemMon ayTOCOMHO-[OMUHAHTHO reTepo3nroTHOM Muc-
ceHc-myTaumm p.Asp145Tyr (c.433G>T) B 3k30He 5 reHa
ITGB4, x0T yXe C pOXAeHWs1 y Hero oTMevanacb OHU-
XOAMCTPOMNS NanbueB PyK M HOr, B UTOre npuveegLuas
K notepe Bcex Horten [11]. Ota myTauma 6bina obHapy-
XeHa TakxXe y [ABYX ero fo4epen, y KOTOpbIX NposiBNeHNs
NOpaXXeHNs KOXW U ee NpUAATKOB OblN aHanoruyHbIMu.
Opyrumun nposiBeHnsaMu 60Ne3HN Y OTAENbHbIX Y/1EHOB
ceMbW 6bINn paspacTaHus rpaHynAaLMOHHON TKaHW B rop-
TaHW, ypeTpe, Cne3HbIX NpPoTokax U Hapy>XHOM CIyXOBOM
npoxofde [11]. MucceHc-myTauma p.Asp145Tyr 3ameHseT
B KOfloHe 145 BbICOKOKOHCEPBATMBHbIN OCTATOK acnaprara
C KapbOKCUIMbLHON 6O0KOBOWM Lienbio Ha TUPO3WH C MMAPOK-
CUNbHOM 6OKOBOW LIEMNbIO BO BHEKNETOYHOM foMmeHe VWFA
B4-uHterpuHa. MNpepnonaraetcs, YTo 3aMeHa p.Asp145Tyr
MOXeT c03[aTb HOBbIA caT hochHOopUnMpoBaHNs BO BHe-
KNIETOYHOM [OMeHe P4-UHTerpvHa U HapyLuTb OYHKLMIO
6enka [11].

Hanuune mucceHc-myTaumMm MoxeT O6YCIOBUTL Ner-
KOe TeyeHune norpaHunyHoro BEJ, pgaxe ecnu oHa B KOM-
nayHfA-reTepo3vroTHOM COCTOSIHUM KOMOWHUMPYETCA C My-
Tauuen, NpmMBoAsLLen K 06pa3oBaHuIo NPeXaeBpeMEHHOro
cTon-kopoHa. Kak nerkoe 6bIN0 pacLeHeHo nopaxeHue
KOXWN Yy 43-neTHe NaumeHTKW, KOTOpOoW Oblfl AMarHoCTu-
poBaH norpaHu4Hbii BBES cpepgHel TAXeECTW, BbI3BaHHbIN
KOMMNayHA-reTepo3vnrotHor mytaumen 1644delG/G1506E
reHa LAMAS3 [124]. Ty3bIpHOE nopaxeHne KOoXu Habso-
[anocb y MauueHTKn C POXAEHWs, HO rMocne MnonoBoro
CO3pEeBaHnsi COCTOSIHUE KOXW 3HAYUTENbHO YNy4yLLMOCH,
1 B BO3pacTe 43 neT ny3bipHble BbICbINaHWA, a TakxXe aTpo-
unyeckme pybLpbl y Hee pacnonaranncb ToNbKo B MecTax,
Hanbornee NoABePXeHHbIX TpaBMaM UMM UHbIM MexaHuye-
CKUM BO3[ENCTBUAM, — Ha KUCTAX, CTONax, NIOKTAX U KO-
NeHsX. JKcrpeccuss NnammHUHa-332 B KOXE MauUeHTKW,
XOTSl W 3HAYUTENBHO YMEHbLUEHHasi, 6bina obycnosreHa

Vol. 98, Iss. 6, 2022



30,

npogykumen TpaHckpunta MPHK, Hecywero wmyTtauuto
G1506E. MucceHc-myTaumsa G1506E (4517G—A), pacno-
noxeHHast B 9K30He 34 reHa LAMAS3, npuBoguT K 3ame-
He B o3-Lenu BbICOKOKOHCEPBATMBHOIO OCTaTka rmvuuHa
Ha rmyTaMMHOBYIO KUCNOTY B YETBEPTOM rMO6YNspHOM Cy6-
nomeHe (LG4), 4to HapyLiaeT koHbopmaumto 6enka. Monu-
nentugHas o3-uenb PU3NOoNorMyeckn AoMmKHa CBEPHYTLCA
Taknum o6pasom, 4yTobbl rMuumH B no3uuumn 1506 pacnona-
rancs B TECHOM MPOCTPaHCTBE MeXAYy aMUHOKUCAOTHbIMU
ocTtatkammn T1398 n F1504. OpgHako 3ameHstoLan ero na-
3a mytauum G1506E rnytammHoBas Kucnota MMmeeT 60s1b-
LLUNA pa3Mep 1 He MOXET NOMECTUTLCH B 3TO MPOCTPaHCTBO,
He BbI3BaB CTPYKTYPHbIX U3MEHeHU a.3-Lenu. Tem cambiM
myTaums G1506E, He BnusBLuas Ha ctabunbHocTb MPHK,
MeLlana npaBUNbHOMY CBOpPa4YMBaHWUIO YETBEPTOro rnooy-
nspHoro cy6gomeHa (LG4), 4To NnpMBOAWIO K YAEpXaHuIo
60sbLUen 4YaCcTn MyTaHTHOro a.3-NonunenTuaa B a3HOoNNas-
MaTu4eckoM peTukynyme [85, 124]. Tem He MeHee MyTaHT-
Hble o3-uenu, copepxatume 3ameHy G1506E, coxpaHsoT
CMNOCOBHOCTb 06bEeAUHATLCA C y2- U B3-LensaMn NamMuHnHa,
o6pasysa reTtepoTpuMepHble MOMeKynbl naMvHUHa-332,
KOTOpble B nocregyroLllemMm BCe Xe B He6OSbLIOM Konu4ye-
CTBE CEKPETUPYIOTCA U3 KNETKN N pacrnonaralTcs B 30He
JepMo-anuaepManbHOro coeamHeHuns [124].

Kom6uHaumen HoHCeHC-MyTaunum n MUCCEeHC-MyTaLmm
R145X/G633D B reHe COL17A1 6binn 06YyCOBNEHDI fer-
Kue nposineHus norpaHndHoro BB3 cpepHeln TaxecTn
y 13-neTtHero mManbyuka, y KOTOporo ny3blpHble BbICbINa-
HVA BrepBble NosBMNnCL B BodpacTe 3 AHen [127]. Muc-
ceHc-myTauma G633D (2003G>A B 3k30He 23) 3ameHseT
OCTaToK rMUMHa Ha OCTaToOK acnaparMHOBOW KUCNOThI.
Mpegnonaraetcs, 4TO MyTaumMu ¢ 3aMeHOM MMULUNHA B KOM-
nareHoBbIX cy6gomMeHax akTogomMeHa konnareHa XVII tuna,
0Cco6eHHO B Hambonee KpynHoM n3 Hux Col15, npenatctay-
10T (hOPMUPOBAHMIO TPOWHOWM cnupany. 3TO UK NPUBOAUT
K 4aCTUYHOMY pa3BepTbiBaHUIO 3KTOAOMEHA U fenaeT ero
60nee 4yBCTBUTESNbHBIM K BO3AENCTBUIO NpoTeas 1 nocne-
JytoLLen NpoTeoNnUTUYECKOM aerpagaumm, unm npensaTcTay-
€T ero cekpeunn U3 KNneTkn B 30Hy AepMo-anuaepmanbHo-
ro coeguHeHus [112, 127, 130-132].

Kom6buHaumss MucceHc-myTaumm u BCTaBku C obpa-
30BaHMEM MpexXAeBPEMEHHOro cron-kogoHa p.R1281P/
T1434LfsX69 (c.3842G>C/4295_4298dup) B reHe ITGB4
6blna obHapyxeHa y 3-NeTHero manbymka, y KOTOporo
npu poXAeHUN eONHCTBEHHbIM MposBeHMEM 60ne3Hn
6blna TONbKO OHUXOAUCTPOPUA NanbLEB HOPM, a NEerko Bbl-
pakeHHOEe Ny3bIpHOE MOpPaXKeHNe KOXU KUCTEN U CTON Mo-
SIBUNOCh B BO3pacTe ABYX MecsueB [76]. Jlerkue nposiene-
HWs1 60NEe3HN 6bIM CBA3aHbI C CUHTE30M 6enKa, HecyLLero
myTaumio p.R1281P. AMuHokucnota R1281 pacnonoxeHa
BO BTOPOM LMTONNa3MaTUyeCcKoM goMeHe Tuna onbpoHe-
kTuHa lll. Y oTua aToro nauueHTa, KOTOpbIn 6blf reTepo-
3UroTHbIM HocuTenem Mmytaumm ITGB4 c¢.4295_4298dup
(p-T1434LfsX69), 6bina BbiiBNIeHa OHMXOAUCTPOMS 60b-
LWMX NasnbUeB HOr, NPUYEM OHUXOMMUKO3 OblNl UCKITKOHYEH MO-
BTOPHbIMUW AMArHOCTUYECKUMU TecTamu [76].

Opyron Tvn myTaumi, OONYyCKaloLMX CUHTE3 MYyTaHT-
Horo 6enka, — MyTauuMuM canta cnfianucuHra, KoTopble
y MaumeHToB C norpaHn4HbiM BBO nerkoro TeyeHus 06-
HapyXMBanuCb KakK B FeTepO3UrOTHOM COCTOSIHUW, Tak
W B KOMMAyHAO-reTepo3uroTHOM COCTOSHUM B KOMOWHa-
uun ¢ Opyrmmu mMyTauusiMu camTta CrnnamcuHra, MMCCeHcC-
MyTaumsaMu U HOHCeHc-MmyTauusamu [75, 85, 99, 125, 126].
Jlerkas cteneHb TSXeCTy norpaHnyHoro BB moxeT 6bITb
o6ycnoBfeHa COOTBETCTBYHOLLMMU MOCNEACTBUAMU abep-
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paHTHOro cnnancuHra v NpuBOAUTbL K 3aTPyAHEHUSAM B Ana-
FHOCTUKE Cy6TUMOB 6ONE3HN.

Hanpumep, B 8-netHem Bo3pacTe 6bina obcrnegosa-
Ha [eBoYKa, Yy KOTOPOM MpU POXAEHUN UMENUChb My3bipn
Ha KUCTSAX, NpY 9TOM aTpe3nu NpuBpaTHUKa y Hee He 6bIro,
YTO CTasno OCHOBaHWEM ANsl YCTAHOBMEHUS AMarHosa npo-
CTOro BPOXAEHHOro 6ynnesHoro anugepmonunsa Bebepa-
KokenHa [75]. B nocnepytowemM ny3bipHble BbICbINaHUSA
BO3HMKaNN NpemMMyLLeCTBEHHO Ha Horax v nposouupoBa-
nncb AnuTenbHON XoAb6oW, OCOGEHHO B NeTHee Bpems,
a rnopaxeHne KoXW pacueHuBanochb Kak nerkoe. Hu py6-
LOBbIX, H/ aTpOdUNHECKUX NU3MEHEHWNIA HA MECTE My3bIPHbIX
BbICbIN@HUA He BO3HWMKano. OgHako npu o6cnefoBaHWm
y Hee 6bina BbiABMEeHa KOMMayHA-retepo3nroTHas myTa-
uma c.264G>A (c.264G>A/C)/ ¢.3111-1G>A B rere ITGBA4.
O6e MyTauum nNpeacTaBnalT co60M MyTaumm canTa cnnam-
CMHra (Ha rpaHvue cnfavcuHra — CauT COeAMHEHWs Kpan-
HUX HYKNEeoTUA0B COCEOHMX 9K30HA U UHTPOHA, MO KOTOPOMY
npu npoueccuHre MPHK npoucxogut ee paspesaHve C no-
crefyroLmMM CNiancMHroM 3K30HHbLIX NocrefoBartensHoCTen
Hykneotngos). MyTtaumsa c.264G>A (c.264G>A/C) pacnorno-
)KEHa Ha rpaHule 3k3oHa 4 n uHTpoHa 4, a ¢.3111-1G>A —
Ha rpaHuvile MHTpoHa 26 1 3K30Ha 27 1 N3MEHSET KOHCEH-
CYCHYI0 MOCNeaoBaTesnbHOCTb crnnancuHra [75].

MocnepcTBua MyTauuin carTta cnnancuHra onpegens-
I0TCS XapakTepom cuHTesupyowmxes MPHK, cpegn Ko-
TOPbLIX MOTYT 6bITb HOPMaribHble U MyTaHTHbIE BapuaHThl,
npyyem MytaHTHble MPHK MoryT cogepxartb Kak npexnge-
BPEMEHHbIA CTOM-KOMOH, TaK 1 3aMeHy OCHOBaHUS, 4TO Tak-
Xe BNuaeT Ha nocneacTsusa mytauun. MNpu nerkom Te4eHnm
norpaHm4yHoro BBO myTauum canta cnnavcuHra pgomny-
CKaloT CUHTE3 MyTaHTHOro 6ernka, XoTf U C HapyLUeHHOMN
dyHKUMOHansHocTL. MpruMepom aBnsieTCs KomMbuHauus
MyTauuin canta cnnaricuHra 361A—G/3317+1G—A reHa
LAMAS B KOMNayHA-reTepo3nroTHOM COCTOSIHUWN, BbISIBMEH-
HbIX Y XXEHLUMHbI ¢ norpaHnyHbIM BB3 B Bo3dpacTe 31 roga
[85]. BeicbinaHus y Hee pacnonaranvcb NpevmMyLLecTBEHHO
B MecTax, NofBepXeHHbIX TpasmaTtusaumu. BbisiBneHHas
y Hee myTaums 361A—G npencrtaBnsgetr cobor 3aMeHy
121Ser—Gly 1 nponcxoguT B NO3MLMN —2 [OHOPCKOrO can-
Ta crnamcuHra MHTpoHa 3, B CBA3KN C YEM MOXHO OXupaaTb
abeppaHTHoro cnnancuHra. Cpegu tpaHckpuntos MPHK,
CUHTE3NPOBaHHbIX B pe3yrsTate abeppaHTHOro criancuH-
ra, oAvH aHoMarsbHbIA TPaAHCKPWUMT MNpeacTasnan cobown
MYyTaHTHYIO nonHopasmepHyto MPHK, HecyLlyo MUcceHc-
MyTaumio S121G, HanuMumMe KOTOPOW OCTaBMsANo0 BO3MOX-
HOCTb CUHTe3a a3-Uuenu HopmansHoro pasmepa [85]. Opy-
ras MyTaums camta cnnancuHra, BblsiBneHHas y 31-netHen
nauneHTkm, — 3317+1G—A yHU4TOXMNa KOHCEPBATUBHbIN
JOHOPCKUIA calT cnnancuHra MHTpoHa 25 1 npyeena K ak-
TMBaLMM CKPbLITOrO canTa cnnaucuHra, f1oKannm3oBaHHOro
B 9K30He 25, U cuHTe3y abeppaHTHOro TpaHckpunta MPHK
C HapyLLeHeM pamMKu CHUTbIBaHUA 1 06pa30BaHNEM NPEX-
JeBpPEeMEHHOro CTon-KoAoHa, 4YTo He No3BosIANO0 CUHTE3NPO-
BaTbCs 6enky. He3HaunTenbHOCTb U3BMEHEHWI, BbI3BAHHbIX
MyTauuen canta cnnancuHra 361A—G, nogTeepxaaeTcs
pesynsTatamu o6crnefoBaHna My>XX4nHbl B Bo3pacTte 59 net
€ norpaHuyHbiM BB, BbI3BaHHLIM FOMO3UIrOTHOW MyTaLu-
en 361A—G reHa LAMAS3. lNMopaxeHue KOXW y HEro Takxe
6bIN10 pacueHeHo Kak nerkoe [85].

CoxpaHuBLLAACA Y MyTaHTHbIX B3-Lenen cnocobHOCTb
BCTpamMBaTbCsl B TPUMEPHYIO MOMeKyny naMmHuHa-332 no-
3BONMNA OO6BACHUTL Nerkoe TeveHue norpaHnyHoro BB3
y 5-netHero manb4yvka ¢ myTaumen E210K (628G—A)
reHa LAMBS3, BbIsIBNEHHON B KOMMNayHA-reTepo3nroTHOM
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cocTosiHun ¢ peneuven 904delT/E210K [125]. MyTauus
E210K pacnonaraetcs B no3uummM — 1 gOHOPCKOro camta
crnnancuHra MHTpoHa 7 u NpeacTaBnsgeT co6omr 3aMeHy no-
cnefHero OCHOBaHUA 3K30Ha 7, B pe3ynbTaTe KOTOPOW Ko-
OOH rMyTaMUHOBOWM KUCNOTbI NPEBPaTUIICS B KOOOH NU3K-
Ha, YTO BbI3BasIo HapyLlueHue cnnancudra npe-mPHK reHa
LAMB3 c npogykumen AByx abeppaHTHbIX TPaHCKPUNTOB
B3-uenn nammHnMHa-332.

Crnoco6HOCTbIO  CMHTE3UPOBaTb MYTaHTHbIN  6enokK
C HE3Ha4UTeNlbHO YMEHbLUEHHOW (OYHKLMOHANBHOCTbIO
B pesynbTarte akTuMBauum camta crnancuHra 6bi10 06b-
SICHEHO nerkoe TeyeHue norpaHu4Horo BBO y 6-neTtHero
nauueHTa ¢ norpaHny4HeiM BB3 ¢ aTpesunein npmBpartHuka,
BbI3BaHHbIM KOMOMUHaUMENn MyTauuMuM canta cnnamcuHra
N HoHceHc-myTauun 3793+1G>A/W1478X B reHe ITGB4,
Wy ero poBecHuKa ¢ KombuHaumen Tom Xxe MyTauumn camra
cnnaricmHra 3793+1G>A n mucceHc-myTaumm p.R252L [99,
126]. Bbina Takxxe oTMeYeHa 60sbLLasA TAXKECTb MOPaXeHUs
KOXM Yy HOCMTENs roMO3UroTHoM myTtaummn 3793+1G>A, yem
y nauueHTa ¢ KoMbuHaumen MyTaumm canta crnancuHra
3793+1G>A 1 HoHceHc-myTauun W1478X, 4to no3sonunio
caenatb npeanonoXxeHue 06 akTueaumm y naumeHTa ¢ Kom-
nayHg-retepo3urotHon mytaumen 3793+1G>A/W1478X
MeHee MaTOreHHOro CKPbLITOro canTa ChniamcuHra, 4Yem
y naumeHTa ¢ romo3vrotHon mytaumen 3793+1G>A [126].
OTO 03HaYaeT, Y4TO OfHa MyTauus canTa crinamcuHra mMo-
XeT akTUBMPOBAaTb PasfnyHble CKPbITble CarTbl CMancuH-
ra, obnagaroLime pasnM4yHon NaToreHHOCTbIO U, COOTBET-
CTBEHHO, TAXXECTbIO TeYEHUA 6ONE3HMU.

MocnepcTeuaMM abeppaHTHOro cnnancuHra, npueea-
LIero K npornyckKy 9K30Ha, HecyLlero Mytauuio, ¢ coxpaHe-
HMEM WX BOCCTAHOBMEHUEM PaMKW CUUTbIBAHWSA, BCred-
CTBME YEero CUHTE3UPOBAICA YKOPOYEHHbIN, HO YacTUYHO
PYyHKUMOHArbHBLIN NoNunenTug, 6610 06BACHEHO Nerkoe
TeyeHne norpaHu4Horo BBEO y mauueHToB ¢ KOoMMayHA-
retepo3nroTHbiMn MyTaumsamm R635X/C293S n WI5X/
E210K (komMbMHaLum HOHCEHC-MyTaummM M MUCCEHC-MyTa-
umn) reHa LAMB3 v paxe B crny4ae roMO3WUIrOTHOM HOH-
ceHc-myTaumm R245X rena LAMC2 [125, 133].

PesynetaThl 06cnegosaHns Tpex naunmeHToB € norpa-
HUYHbIM BBO nerkoro Te4veHus, BbI3BaHHbIM MyTaLMAMU
canta cnnawicuHra reHa LAMB3, He nossonunu P. Hou
n coasT. (2021) nogTBepAMTbL MPEANONOXKEHVe, YTO Ypo-
BeHb 3Kcnpeccun TpaHckpunta MPHK 1 BbipaXXeHHOCTb
akcnpeccun 6enka [A0MKHbl COOTBETCTBOBATb TAXECTU
KNYHMYeCcKUX npossfieHun 6onesHun [134]. Y Bcex Tpex na-
LUMEHTOB MopaxXeHue KOXM OblNo OorpaHnYeHHbIM U COOT-
BETCTBEHHO NErknm, Ho Bce xe P. Hou n coasT. (2021) pac-
LEeHWUNN KaK 6osee TaXenoe nopaxeHne KOXu y naumeHTta
¢ MyTaumen ¢.629-12T>A/c.3512G>A (p.Cys1171Tyr). He-
CMOTPS Ha 3TO, OHW OB6HAPYXWN Yy 3TOro nauneHTta éonee
BblpaXXEHHOE CBEYEHUE aHTUTEN K NaMUHUHY-332 1 60nb-
lWee cofepxaHue TpaHckpunta MPHK gukoro Tuna, yem
y naumeHToB ¢ 6onee nerkum tedeHnem [134]. Bonee BblI-
paxkeHHas TAXECTb NOPaKEeHUs1 KOXM Yy naumeHTa ¢ Komna-
YHO-reTepo3nNroTHoM MyTaumein ¢.629-12T>A n ¢.3512G>A
(p.Cys1171Tyr) 6bina obbscHeHa NOCNEeACTBUAMWU MUC-
ceHc-myTaummn p.Cys1171Tyr, kKoTopas npueena K 3ameHe
PYHKLUMOHANBHO 3HA4YMMOro ocTatka UucTtenHa B nosuumm
1171 Ha TMpo3uH. LinctenH B noanumm 1171 B3-uenu yya-
CTBYeT B 06pa3oBaHuMM MeXLeno4yeyHorn aAucynbuaHom
CBA3K C y2-Cy6beauHULEN, YTO MPEeAnosioXUTENbHO Cro-
co6CTBYeT cTabunmsaumm 4BOWMHOM cnvpanu retepoTpume-
pa namnHnHa-332 [28]. Takm 06pa3oM, MUCCEHC-MyTaLMsA
p-Cys1171Tyr, BEpoOSATHO, He OKa3biBas CYLLECTBEHHOrO
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BNINSIHUSA HA KOMIMYECTBO CUHTe3upyemoun B3-uenu, oka-
3blBaeT 3HA4YMMOE BpedHOe BO3AENCTBUE HA (PYHKLIMOHU-
poBaHue namunHMHa-332 B 30He AepMOo-3nuaepmarnibHoOro
coeanHeHus [134].

MyTaummn reHa COL17A1, BbiSiBAsBLLUMECA Y OOSbHbIX
C NErkMM TeYeHneM MnorpaHNYHoOro BPOXAEHHOro 6ynnes-
HOrO 9NUAEepPMONN3a, OTNMYAaKTCHA TEM, YTO B UX YUCHO
BXOOAT MyTauun, NpuMBOAsLLUME K 06pas3oBaHUIO npexne-
BPEMEHHbIX CTOM-KOAOHOB Ha oboux annensx. Jlerkoe Te-
YeHune 3abonesaHns HabM4aNoCh y NauMeHToB B BO3pac-
Te oT 30 go 70 neT ¢ roMO3UroTHbIMU HOHCEHC-MyTauusmm
R795X B ak30He 33 1 p.Q751X B 3k30He 30 reHa COL17A1
[135-137]. VY HocuTene romos3urotHon mytaumm R795X
nopaxkeHne KOXW Habniganocb C POXAEHUA U NMPOosABAs-
N0Cb reHepanuM30BaHHbIMU  NY3bIPHBIMU - BbIChINAHUAMN,
HO nocrne ny6epTaTHOro nepuvoda ero TAXeCTb 3HAYUTESb-
HO YMeHbLUMAAcCh, U BbICbINaHUSA NOABAANINCL TOMbKO B Me-
cTax, Havbonee MNOABEPXEHHbIX TpaBMaM, — Ha KUCTSX,
cTonax, KOneHsix, TOKTAX, roneHsax. lNopaxeHue cnuauncTbIxX
060M04€eK orpaHN4MBanoCh MOMOCTbI0 pPTa, 6bIM0 NErkKUM.
Cseuvenne aHTuTen k komnareHy XVIlI Tuna B koxe ume-
1N0Cb, XOTH 6bIS10 3HAYUTESNBHO YMEHbLLEHO.

Bcnepcteue HoHceHc-myTauum R795X npepbiBaeTcs
CWHTE3 nonunentTugHon uenu konnareHa XVIl tmna B amu-
HOKMCOTHOM No3uummn 795, COOTBETCTBYIOLLIEN KOMareHo-
Bomy cyb6nomeHy Col15 BHekneTo4Hon 4actun 6enka [135,
136]. Ananu3 TpaHckpuntoB COL17A1 nokasan cuHTe3
nsyx sapmaHToB MPHK — MPHK;, HecyLasa myTaumio R795X
B 9K30He 33, koTopas noasepranack 6bICTpOMyY pacnagy,
n BTOpOW TpaHckpunT MPHK, o6pa3oBaHHbIN B pesyrnbTa-
Te npornycka 3k3oHa 33 C COXpaHEeHWEM pPaMKWU CHUTbIBa-
Hus. O6pa3oBaHNEM BTOPOro TPAHCKPUMTA M OCTATOYHbIM
CUHTE30M K aKcripeccuent konnareHa XVII Tuna B 3oHe 6a-
3anbHON MeMb6paHbl KOXUN 6b1110 06BACHEHO O6HapY>XeHue
cBeYyeHus aHTuTen K KonnareHy XVII Tmna B 30He gepmo-
anuagepMasnibHOro CcoeuHeHuUs y HOCUTENer roMo3uroT-
Hon myTaumm R795X [136]. B cnyvae naumeHTa co cna6o
BbIp@XEHHbIM MOPaXXeHNEM KOXMU, OOYCNOBMAEHHbIM My-
Tauuern p.Q751X B 3k3oHe 30, BbIpaXKEHHLIN NATOrEHHbIN
appekT 6bIN ycTpaHeH geneuven B TpaHckpunte MPHK
3k30Ha 30, cogepxxalLlero npexaeBpeMeHHbIA CTOM-KOOOH.
Pamka 4TeHus 6bina BOCCTAHOBMEHA, YTO B UTOre NpmBeno
K 06pas3oBaHmMio YKOPOYEHHOro Ha 36 HYKNeoTuaoB TpaHc-
KpunTa v yTpate B nonvnentTugHou uenu 12 aMMHOKUCOT
n3 cybgomeHa Col15 [137]. Mockonbky geneuuws atmx 12
aMWHOKMUCIOT He HapyllaeT nocnefoBaTeflbHOCTb Konna-
reHoBoro motuea Gly-X-Y, npegnonaraeTcs, 4To CUHTE3u-
poBaHHas 6onee KopoTkas Monekyna konnareHa XVIl tuna
BCE Xe COXpaHseT CNOCOOHOCTb CBEPTLIBATLCA B TPOMHYHO
cnupans [135, 136].

3aknioyenue

Hanbonee Taxenoe te4yeHne 3aboneBaHUsa ¢ netasnb-
HbIM UCXOLOM B MNafeHYeCkoOM U1 paHHEM AETCKOM BO3-
pacTe accoumMmpyeTca ¢ HOCUTENbCTBOM MyTauWiA, NPUBO-
OALMX K 06pa30BaHUio NpeXaeBpPeEMEHHbIX CTOMN-KOAOHOB
Ha oboux annenax reHoB LAMA3, LAMB3, LAMC2, ITGA6
n ITGB4. 310 MOryT 6bITb HOHCEHC-MYyTaLK, NPUBOAALLME
K 06pasoBaHMIi0 CTOM-KOOOHA B MecTe 3aMeHbl HYKNeo-
TMaa, unu geneumm n BCTaBKW, COABUraroLiMe paMKu CHu-
TbiBaHWA U 06pasyloLime NpexneBpeEMEHHbIA CTOM-KOAOH
Ha paccTosiHUM OT MecTa MyTauun. Takxe MMeKT MecTo
MyTaumm camnTa CrnancuHra, fnpu KoTOpbIX CUHTE3UpPY-
etca MPHK, Hecywana npexaeBpeMEHHbIA CTOM-KOOOH,
pesynsTatoM 4Yero sBNSETCA MOSIHOE WM MOYTU MOSIHOEe
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OTCYTCTBME KOAMPYEMOro reHom 6efika B CBETNOW Mnac-
TUHKEe 6a3anbHON MeMbpaHbl KOXW, BbIPAXXEHHOE CHUXe-
HWe aare3un anugepmuca K gepme.

BmecTe ¢ TeMm, KOppenauuio Mexay HOCUTeNbCTBOM
nogo6HbIX MyTaLMi Ha 060UX anfensx reHos Lenen na-
MUHUHa-332 unn abf4-uHTErpuHa N TAXENbIM TeYeHNEM
60Nne3HN Henb3d HaseaTb CTporoi. CyuLlecTBYHOT Mexa-
HU3MbI, NO3BONSAOLLINE XOTA 6bl HACTUYHO BOCCTAHOBUTH
3KCMpeccuio MyTaHTHOrO 6enka: Nponyck 3K3oHa, cogep-
Xallero npexpeBpeMeHHbI CTOM-KOAOH; abeppaHTHbIN
cnnavcuHr MPHK npu cunTbiBaHUM C COXpaHEHUEM ero
pamku [105]. CumTaeTtcs, 4YTO pacrno3HaBaHwe npexpae-
BPEMEHHOr0 CTOM-KogoHa ob6ecneymBaeTcs MyTeM cka-
HUpOBaHWUS paMKn cuuTbiBaHnsa MPHK-npegLwecTBeHHKa
pub6ocomonogo6HbIMU MONeKynamu B aape nepeq cnnam-
cuHrom MPHK [93, 137]. B pesynbrate cuHTE3upyeTcs
MYTaHTHbIA 6€MOK, CNOCO6HbIA OTHACTU BbINOSIHATL CBOU
dyHKUMK. Peannaauuma OaHHbIX MeXaHW3MOB, 4aCTU4YHO
BOCCTaHaBMMBAOLLNX CUHTE3 MYTAHTHOro 6enka, MoxeT
Ha4yaTbCA W MPOSABUTBLCA CMYCTA HeonpegeneHHoe BpeMms
nocne poxgeHus pebéeHka [103].

B cny4ae norpaHuyHoro BB3 ¢ atpesueri npyepaTHuKa
K NleTanbHOMY UCXOAY NPUBOLAT NPaKTU4ECKN BCe MyTauum
reHa ITGA6 [73]. Cpeon myTaumii reHa ITGB4 netanbHbl-
MU MOFyT 6bITb JaXe MUCCEHC-MyTauum n MyTaumm cam-
Ta crnnancuHra, gonyckarwLlime CUHTE3 MosIHOpasMepHOro
6enka. Npu aToM TaxXecTb 60one3Hn 6ydeT onpenensaTbcs
CBOMCTBaMM U floKanuaaumen 3aMeHEeHHOW aMMHOKUCIIO-
Tbl B NONMNENTUAHON nocneposatenbHocTU. CoobLiaeTcs,
YTO 6OSMBLUMHCTBO MUCCEHC-MyTauuin U geneumi amuHo-
KMCIOT, OMUCaHHbIX Npu norpaHn4Hom BB3 ¢ atpesuen
NPUBpPaTHMKA, BbI3BAHHOIO MyTauusMu reHa ITGB4, 6binn
pacnonoXxeHbl BO BHEKNIETOYHOM AOMeHe 4-Ccy6beanHuULbI
uHTerpuHa [75]. Ecnn 3ameHeHHas B KPUTUHECKN BaXXHOM
MeCTe aMUHOKUCNOTa OTNNYaeTCca pasMepoM Unu 3apsaom
OT aMMUHOKMUCIOTbI, MOABUBLLENCA B pe3ynbrate 3ameHbl,
TO 3TO MOXET NoMeLLaTb NpaBusibHOMY CBEpPTbIBaHMIO 6en-
Ka 1 (hOpMNPOBAHUNIO CalTOB CBA3bIBAHUS C ApyrumMu 6en-
kamu. C Opyroi CTOpOHbl, 3aMeHa aMUHOKUCIIOTbI MOXET,
Hao60pOoT, CHOPMUPOBATL CaWT, HA KOTOPbIA CMOryT BO3-
OencTBOBaTb (PEPMEHTLI, CMOCOOHbIE PaspyLUnTb 6enok
WU U3MEHUTb XapaKTep ero CBA3en ¢ Apyrumn 6enkamu.

CpepHeTskenoe TeyeHue norpaHn4Horo BB 06bIv-
HO MO3BONSAET 60SbHBIM OOXMBATL 4O B3POCMOro Bo3pac-
Ta. Y nayneHtoB ¢ UamMeHeHusaMmn reHoB LAMAS3, LAMBS3,
LAMC2 v ITGB4 Hanbonee BepOSTHO BbISIBIIEHNE XOTA Obl
Ha oHOM annene myTauuu, KoTopas He NPUBOAMUT K obpa-
30BaHUIO MpexXAeBpeMEeHHOro CTOMN-KoAoHa, — MUCCEHC-
MyTaumm nnm mMytauum camta crnnaucuHra, no3BonsoLLmnX
CUHTE3MpPOoBaTb XOTH Obl HE3HAYUTENIbHOE KONWMYECTBO 6en-
ka. [NpakTuyeckn BO BCEX Cly4dasX He SABNAOTCA feTanb-
HbiIMM MyTaumm reHa COL17A1, paxe ecnu y nauueHTa
Ha oboux annensax reHa o6pasyeTca NpexaeBpeMeEHHbIN
CTOM-KOJOH, a B KOXe MOMTHOCTbI0 OTCYTCTBYET 3KCnpeccus
konnareHa XVII Tuna.

Jlerkum TeyeHMeM XxapakTepu3oBascsi norpaHuYHbIN
BEQO y nauneHToB C pas3nuyHbiMKM MyTaumamu. Yawle sce-
ro 3T0 — MUCCEHC-MyTaumMm N MyTauum canta cniamcuHra
Ha o6ounx annensx reHoB LAMAS3, LAMB3, LAMC2 v ITGB4,
No3BONAOLLNE CUHTE3NPOBATb 6GENOK B HEOGOMNbLUOM KO-
nnM4ecTBe WK C HapylleHHon dyHkumen. OpgHako y na-
LUMEHTOB C NMErkumu nposiBNEHUSIMU 60NE3HN MOryT ObITb
TakXxe BbISIBfIEHblI MyTauuu, npueogsLime K o6pa3oBaHuio
npexaeBpeMeHHbIX CTOM-KOAOHOB WM COMpoBOXAaroLLne-
CA HM3KOWM 3Kcnpeccuer 6enka. T0 0CO6EHHO BEPOSTHO
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B cnyyae mytauuin reHa COL17A1. UmetoTcs HabnogeHns
Nerkoro TeveHns norpaHnydHoro BB3 y nauneHTtoB ¢ myTa-
umsMmn carTa cnnavicuHra reHa COL717A1 n HU3KOM 3KC-
npeccuen konnareHa XVIl tuna B koxe [135, 138, 139]. 310
3aTpyaHSET MPOrHO3MPOBaHUE NErkoro Te4eHus norpaHny-
Horo BB3 Ha oCHOBaHWW BbISIBNEHWS NATOrEHHbIX MyTauuWi.
Tonbko B cnyvae norpaHn4Horo BB ¢ no3gHum Havanom
YacTo obHapyxmBanacbk mucceHc-mytauus R1303Q.

TeyeHue norpaHn4Horo BB3 ¢ nerkummn nposiBneHns-
MU MOXET ObITb COBEpLUEHHO pasfuyHbIM, 4YTO Aenaer
CIIOXXHOW ero AMarHocTuky u anddepeHumnansHyo ana-
rHOCTUKY. 3ab6onieBaHne MOXeT NprMobpecTu nerkoe Teve-
HWe, Jaxe ecniv n3HavanbHO OHO 6bIfio 60ree TAXenNbIM,
MOXET MPOSABUTLCA My3bIPHBIMU BbIChINAHUAMM MPU PO-
XOEHUN 1 6onee He NPOoSBNATLCH ANUTENIbHOE BpeMsi, BO3-
MOXHO Ha4ano y pe6eHKa LKOofbHOro sospacta. OnvcaH
TakXXe BapuaHT Nerkoro Te4eHus 6ynne3Horo nopaxeHus
KOXM, Korga yxyflleHune paHee HeauarHoCTUPOBaHHOMO
nerkoro norpaHn4Horo BBO HacTynaet B NOXwunom BO3-
pacte. Tak, no gaHHbiM D. Kiritsi u coasT. (2011), npea-
nonarasnocb, 4YTO YeTbipe MOXWUIbIX NauneHTa, y KoTopbIxX
Ha NPOTSXEHUN NpeablaynX AeCATUNETUN XU3HU UMe-
NINCb NULLb HE3Ha4YUTENbHbIE 3NN30ANYECKNe NPOABIIEHUA
6YnnesHoro nopaxeHus KOXu, ctpagaroT NPUo6peTeHHbIM
3abonesaHnem. TeM He MeHee C yBenn4eHnem so3pacTa
1 pasBuMTUEM COMYTCTBYIOLUMX 6ONE3HEN (CaxapHbli gua-
6eT 1 Ap.) Y AaHHbIX NOXWMbIX NaLUeHTOB aKTBM3MPOBa-
1o0Cb nosiBneHue nysbipen, 1 nuilb B Bo3pacTte 80—90 net
HakKoHeL, ycTaHasnuBancs guarHo3 norpaHu4Horo BBED,
BbI3BaHHOro Mytaumamu reHa COL17A1 [138]. Bo3amox-
HbIM OOBLACHEHMEM OMUCAHHOIO SBIEHUS MOXET ObITb
BAMSIHME Ha TeYeHue norpaHmyHoro BBO HereHeTnyecknx
MoAMULMPYIOLWNX (DAKTOPOB, TakKUX KaK COMyTCTBYIO-
wme 3aboneBaHns Unu BO3OEeNCTBME OKpYXaloLlen cpe-
obl. B cBasu ¢ 4yem D. Kiritsi u coaBT. (2011) o6paiiatot
BHMMaHWE Ha Heo6XOAUMOCTb 06CNefoBaHUs B3POCIIbIX
naumeHToB C OYnne3HbIM NOPaXKeHUeM KOXW C Lesnbio
WCKIIOYeHNs anarHo3a norpaHuydHoro BB3, ecnu agek-
BaTHas npuv npegrnonaraeMoM MU3HavanbHO 3abonesaHnn
Tepanusa HeaddekTneHa [138].

OcobeHHOCTM TeuyeHuss norpaHuy4Horo BBO ykasbiBa-
10T Ha Heo6XoANMOCTb y4yeTa npu AnarHocTuke u andade-
peHunansHoM AuarHocTMke C Apyrumu 3abonesaHusaMM
BO3MOXHOI0 MopaxeHus AOpyrux opraHos. Tak, aTpesus
npuBpaTHUKa, MPOsIBMBLUAACA B NepBble OHW XU3HU Mna-
AeHua v notpeboBasLlas XMpypru4eckon Koppekumm, Mo-
XeT ObITb NposiBNeHMeM norpaHuyHoro BB c atpesuen
npvepaTtHuka. lMNMaumneHTbl ¢ AaHHbIM cy6TUNOM 3abonesa-
HWS MOryT obpallartbes 3a MeAULIMHCKON MOMOLLIbIO C Xa-
no6amm Ha rnopaxeHue MOYeBbIBOAALLMX NyTen. Tpebyet
BHUMaHUS BO3MOXHOCTb Pa3BUTUSA KITMHUYECKUX MPOsiB-
JIeHWI B Crly4ae HOCUTeNbCTBa reTepo3uroTHOM MyTaumm
Ha OJHOM annerne reHa, accouMMpoBaHHOrO C pPasBUTU-
em norpaHunyHoro BB3. OnucaHune norpaHnyHoro BB
C ayTOCOMHO-AOMWHAHTHLIM HacnefoBaHWeM, BbI3BaHHbIM
reTepo3nroTHo MyTtaumewn, eguHunyHo. O6cnegosaHve
ABMSABLUMXCS HOCUTENEM reTepo3uroTHOM MyTauuu pop-
CTBEHHMKOB MauUMEHTOB C MorpaHnyHeiM BB3 nokasano
BO3MOXHOCTb Hann4yus y HAUX OTOEeNbHbIX NPOSBAEHUN MO-
rpaHu4Horo BBO — oHmxogmcTpodma vnun BbipaxeHHble
AncTpoduryeckne n3MeHeHus amanu 3y60B 1 Kkapuec. [lan-
Hble N3MEHEeHNs BbINN MPU3HAKOM HOCUTENbLCTBA MyTaLuu,
CMOCO6HOM B FOMO3UIOTHOM WM KOMMayHA-reTepo3uroT-
HOM COCTOSIHUM BbI3BaTb MOTEHLUMANbHO CMepTernbHOe 3a-
6onesaHve.

BecTHuk gepmaTonoruu n BeHeponorun. 2022;98(6):17-38 M
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OwnarHocTtuka norpaHmyHoro BBD TpebyeT yyeTa Bcex
BO3MOXHbIX KMUMHUYECKUX NPOSIBNEHUIA, OQHAKO AMarHo3
3aboneBaHua OOMKEH MoATBepXAaTbCa pesynsraTamu
nM60 reHeTUYecKoro uccnegoBaHus, BbIABASAKOLLEro My-
Taumm, nméo pesynstaTaMm UMMYHOMHOOPECLEHTHOrO
aHTUreHHOro KapTupoBaHua 6uonTaTa Koxu, onpegens-
oLero, Kako 6enok asngaetcsa geuumTHbIM. Bo3mox-
HO, B CBAA3U C 3TuM B Poccunckon degepaunn, roe gua-
rHOCTUKa B 6GonblUer cTeneHn 6a3upyeTca Ha aHanmae
KIMMHNKO-aHaMHECTUYECKNX AaHHbIX, UMEIOTCSA NULLb eau-
HW4YHbIE OMMCaHMA NaUMEHTOB C norpaHuyHeiM BB3 [140,
141]. CorpacHo pe3synsTatam 3NUOEMUONIOrMYECKOro
uccneposaHus, nposegeHHoro B 2016 r. B Poccunckon
depepaummn, cpeom 60MbHbIX BPOXAEHHbIM OGYNNe3HbIM
3NUAEePMONM30M  OMarHo3 norpaHuyHoro cyétuna 6o-
nes3Hu 6bIN yctaHoBneH Bcero y 0,7% naumeHToB, Toraa
kKak B 25% cny4yaes cy6Tun 3abonesaHusi He Obln ycTa-

433

HoBneH [142]. Heckonbko 6onee Bbicokas (6,3%) pons
nauMeHToB C NOrpaHuW4YHbIM TUMNOM 3aboneBaHus cpeau
BCEX 6OMbHbIX BPOXAEHHbLIM BYNNe3HbIM 3NnaepMonM30omM
6bina oTMedeHa B Pecnybnuke OarectaH [143]. JaHHoe
O6CTOATENLCTBO TpPebyeT BHEOPEHUS U UCMONb30BaHUA
reHeTUYEeCKNUX U MMMYHOMMOOPECUEHTHbIX METOO0B UC-
cnefoBaHva S QUarHoOCTUKKM norpaHu4Horo BB y na-
umeHToB B Poccuiickon ®epepaumu.

Takum o06pa3om, pesynbTaTbl 3TUX UCCNefoBaHWUi
NO3BONAT MNPOrHO3MPOBaTb TeYeHUe 3aboneBaHus: Kpam-
He TsaXenoe C neTtanbHbIM UCXO4OM B Clyyae MyTauui,
NpUBOAALLUMX K 06pa3oBaHUIO0 MPeXaeBpeMEeHHOro CTomn-
KofoHa B reHax LAMA3 n LAMB3, LAMC2, ITGA6, ITGB4
M OTCYTCTBUIO COOTBETCTBYIOLLEro 6enka B KOXe; unu 6o-
nee nerkvM, ecnu xapaktep Mmytaumm 6ygeT OonyckaTb
CUHTE3 YMeHbLUEHHOro 6enka nnmn 6enka ¢ HapyLleHHOM
dyHKLMEen.
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MOA@KYAHPHO—F CHCTHYCCKIIC MﬂpKCpr pCHI/IAI/IBI/IpOBaHI/IH
0A32ABHOKAETOYHOI'O paKa KOXI

© CaittbypxaHos P.P.*, KybaHos A.A., KonapaxuHa W.H., Mnaxosa K./

[0CYAapCTBEHHbIA HAYYHbIiA LIEHTP [EPMATOBEHEPONOTUIA 11 KOCMETONOrAK
107076, Poccus, r. Mocksa, yn. Koponerko, 4. 3, ¢1p. 6

BaszanbHoKNeTo4Has KapumMHoma ABMseTCa Hanbosiee pacnpoCTpaHEHHbIM 3/10Ka4eCTBEHHBIM HOBOOGPa-
30BaHWeM, 1 B nocregHne AecatTunetmsa 3a6oneesaemMocTs UM 6bICTPO pacTeT BO BCEM Mupe. ITO 310-
Ka4yeCTBEHHOEe HOBOOGPa30BaHNeE ABNAETCS Cepbe3HON NPo61eMon 06LLECTBEHHOMO 30paBOOXpPaHEHWS,
KOTOpas MOXeT NPMBOAWTL K UHBASIMOHOCTU U CEPbE3HOMY 3CTETUHECKOMY YLLEPOY.

Pesynbtathl aHann3a 3KCnpeccumn reHoB U NPOTEOMHOMO NPOMNNMPOBaHMSA ONYXONEBbIX KNETOK U OMyXo-
NEeBOro MMKPOOKPY>XEHMWS CBMAETENBCTBYIOT O TOM, HYTO ONpefesSieHHbIe MOMNEKYIbI, y4acTBYOLLME B pea-
nM3auum NaToreHeTUYECKMX NyTen 6a3asibHOKNIETOHHOrO paka KoXu, MOryT NPeacTaBnaTb CO60M HOBbIE
NPOrHocTn4eckme 6MoMapKepPbl UK CIY>XXUTb OCHOBOW AN UX pa3paboTKu.

Llenbe gaHHoro o63opa — 0606LLNTE MHGhOPMaLMIO 06 N3BECTHLIX FreHax, 6efkax n hepmMeHTax, KoTopyro
MO>XHO MCMOSIb30BaTh A8 AMarHOCTUKM, MOHUTOPUHIa Tepanum 1 NporHo3npoBaHUs TeHeHns 6a3anbHo-
KNEeTOYHOr0 paka KoXMu.

[ns nomcka Heo6xoaAMMoN NnTepaTypbl MCNob3oBaHbl 6a3bl AaHHbIX PubMed, MedLine, Web of Science
n PUHL.

KntoyeBble CroBa: 6a3anbHOKNETOYHas KapLVHOMa; peLuugnBMpoBaHue; 6uomapkepbl

KOHNUKT MHTEPECOB: aBTOpPbI AEKNapUPYOT OTCYTCTBUE SIBHBIX U NMOTEHLMANbHBIX KOH(IMKTOB UHTEPECOB,
CBSA3aHHbIX C Ny6nvkaumnen HacTosLLen cTaTb.

NCTOYHUK hrHAHCUPOBAHNS: paboTa BbIMOIHEHA U ONYGNMKOBaHA 3a CHET (PUHAHCHPOBAHMS MO MECTY pa6oThbl
aBTOPOB.

Ona umtnposBaHus: CaitbypxaHos P.P., Ky6aHoB A.A., KoHgpaxuHa U.H., Mnaxoea K.N. MonekynsipHo-
reHeTU4eckme Mapkepbl peunaMBnMpoBaHns 6a3anbHOKIETOYHOMO paka Koxnu. BecTHUK gepmaronorum
1 BeHeponorun. 2022;98(6):39—-47. doi: https://doi.org/10.25208/vdv1358
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Molecular markers of recurrence of basal cell skin cancer

© Rifat R. Saytburkhanov*, Alexey A. Kubanov, Irina N. Kondrakhina, Xenia I. Plakhova

State Research Center of Dermatovenereology and Cosmetology
Korolenko str., 3, bldg 6, 107076, Moscow, Russia

Basal cell carcinoma is the most common malignant neoplasm, andits incidence has been rapidly
increasing worldwide. This malignancy is a serious public health problem that can lead to disability and
severe aesthetic damage.

The results of the analysis of gene expression and proteomic profiling of tumor cells and the tumor
microenvironment indicate that certain molecules involved in the pathogenetic pathways of basal cell skin
cancer may represent new prognostic biomarkers or serve as the basis for their development.

The purpose of this review is to summarize information on known genes, proteins, and enzymes that can
be used to diagnose, monitor therapy, and predict the course of basal cell skin cancer.

The PubMed, MedLine, Web of Science and RSCI databases were used to search for the necessary
literature.

Keywords: basal cell carcinoma; recurrence; biomarker
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Il Beepenue

BaszanbHokneTo4YHasa KapunHomMa siBnseTca Hanbonee
pacrnpocTpaHeHHbIM PakoM KOXW BO BCEM MUpe, YPOBEHL
3ab60neBaeMoCcTu yBenuumeaeTcs novtn Ha 10% exerogHo
[1, 2], uTO NpeacTaBNAET CO60M BO3paCTatoLLYyIO Npo6nemy
06LLECTBEHHOr0O 34PaBoOXpPaHEHNs], CBA3AHHYIO C HeraTme-
HbIMM MCUXOCOLMAsbHBIMU N 3KOHOMUYECKUMU Mnocneq-
cTBmaAMM [3].

KnuHnyeckn 6a3anbHOKMNETOYHbIA pak KOXW Xapak-
TepusyeTca MeAfeHHbIM POCTOM, PefKUMU JoKalbHbIMU
peumauBaMnM N YpesBblMAMHO HU3KMM MeTacTaTU4ecKuM
noteHuwanom [4]. PaHHAs AnarHoCcTUKa 1M CBOEBPEMEHHOE
neyvyeHune MMeIOT peLuaroLLiee 3Ha4YeHne ansa npefoTepatlie-
HUA NOKanbHOW OeCTPYKUMU TKaHel 1 nporpeccuposaHuns
3abonesaHus. M'McTonaTonornyeckoe nccnegosaHve ocra-
eTCcs 30M10TbIM CTaHAapTOM AWarHOCTUKU 6aszarbHoKIe-
TOYHOrO paKa KOXW 1 ApYyrnx onyxonemn Koxu, B TO Bpems
KakK HeuMHBa3MBHblE U MUHUMAalNbHO WHBA3WBHbIE METOAbI
OMarHoCTUKKU € KaxablM rofoM NpuBIeKalrT Bce 6onbLuee
BHMMaHWe, NMOCKOMbKY MO3BONAIOT U36exXaTb BbINOMHEHUSA
éuoncmm Koxu [5].

Hepmatockonusi ¥ oTpaxartenbHas KoHpokanbHas
MUKPOCKOMUSA MNO3BOMSIOT NPOBOAUTL OLICTPYIO HEWHBa-
3MBHYI0O MUKPOMOPMOSOrnM4eCcKyo OLIEHKY OMyXOrewn KOXu
in vivo, a coveTaHue 3TUX METOA0B MOXET MOBLICUTL TOY-
HOCTb AMArHOCTMKM pasfnyHbIX NOATUMNOB 6GasasibHOKIe-
TOYHOrO paka Koxu [5, 6].

®dakTopkl pUcKa passuTUa 6a3anibHOKIETOMHOro paka
KOXu BKmovaloT dototun durtynatpuka |1-ll, BecHyL-
KW U COJNHEYHblE OXOrn B OETCTBE, CEeMENVHbIA aHamHes3
paka KoXW, ATPOreHHYl0 MMMYHOCYMpPeccuto, BHyTpeHHee
UNN BHELLHee BO3[ENCTBME KaHLEPOreHHbIX XUMUYECKNX
BELLEeCTB, OCOOEHHO MbILUbSKA, M BbICOKOE KYMYNATUBHOE
Bo3gencTeme YO-uanyyvenuns. Cpegm nepevmcneHHbIx dak-
TopoB Y®-u3nyyeHne paccmaTpusaeTcs O0SbLUMHCTBOM
uccrnegosaTtenen Kak OCHOBHOM KaHueporeH [1], n okono
80% cny4aeB 6a3anbHOKNETOYHON KapLUMHOMbI BO3HUKAIOT
Ha y4acTkax, NnoABep>KeHHbIX BO3OENCTBUIO CONHUA, B OC-
HOBHOM Ha ronose U Luee.

30M0TbIM CTaHOapTOM nevyeHns 6a3anbHOKNETOYHOro
paka KoXu ABNSeTCs XNMPYpruyeckoe ncceveHme ¢ rmctono-
FMYECKNM KOHTPONEM Kpaes pe3eKkummn onyxonu. rNaruner-
HVe nokarbHble peunanBbl NepBUYHOro 6asanbHOKNEeTo-
HOro paka Koxu kone6notca ot 1 go 3,2% B pesyneraTte
neYvyeHus ¢ NOMOLLLLI0 MUKporpadmnyeckon xmpyprim Mooca
n ot 2,3 o 10,1% B pesynsrarte neYeHns CTaHOapTHLIM XK-
pyprudeckum yganeHuem [7]. Cuutaetcs, YTO pUCK MeTa-
CTa3npoBaHUs Ypes3BblHaMHO HU3OK M COCTaBfsieT BCEro
0,0028% [8].

MHoro4vcneHHble KNMHUYECKNe akTopbl U TUCTO-
nornyeckne napameTpbl ONyxonu CBsidaHbl C PUCKOM pe-
unamea 6a3asibHOKNETOMHOrO paka KOXW nocne nedveHus
[9]: aHaTOMMueckas nokanusauus, HanMyne WMMYHOCY-
npeccuu, npepLlecTsyoLLlas fyyesas Tepanusa B 30He Mo-
paxeHusi, pasmep OMyxosu, TUCTONOrMYECKU MNOATUM,
FMCTOSIOrMYECKNE NPU3HaKM Hanu4mua CoCyamMcTon U nepu-
HeBpasibHOW nHBasmn. OgHaKo, HECMOTPS Ha MPOrHOCTUYe-
CKune hakTopbl MECTHOrO peunamsea, npuymnHa, no KoTopom
Yyepes 5 neT nocne onepaumm noKanbHO PeLMANBUPYIOT XU-
pypru4eckun ncceveHHsle ovarn 6a3anbHOKNETOYHOro paka
€O cBO6GOAHBLIMM OT OMYXONeBoro pocTa KpasimMu, o CUX nop
He acHa [10].

KaHueporeHes aBnseTcs pe3dynstatoM MHOroo6pasHbIX
B3aMMOLENCTBUIN MEeXAY reHOMOM X035iMHa U hakTopamm
OKpyXatoLen cpefbl. N3-3a cBoero mMopdonornyeckoro
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cxofcTBa € HeguddepeHUMpPoBaHHbIMU 3nNuaepMarbHbl-
MK 6a3asibHbIMK KneTkamu 6a3abHOKINETOUHbIA PaK KOXW
npegcraenser cob6on NPEBOCXOAHYI0 MoAenb AN WAaeH-
Tndpmkaummn gudpdepeHumanbHO 3KCNPeccMpyeMbIX FeHOB
Mo CpaBHEHWIO C HOPMarbHbIMKU KneTkamu [11].

Borpockl naToreHesa 6a3anbHOKNIETOYHOr0 paka KoXxm
M3y4eHbl [OCTAaTO4HO MOAPOOHO. BOMbLUMHCTBO rEHOB,
BOBJIEYEHHbIX B KaHUeporeHes, o6nagaroT MyTaLuOHHON
CUrHaTypon, cooTBeTcTByoWen Y®-uHayumposaHHOMY
nospexpgernuio OHK. AbeppaHTHas akTuBauus nepepaqu
curHanbHoro nytm Hedgehog siBnseTcs OCHOBHbIM natore-
HETUYEeCKMM NyTeM pas3BUTUS 6a3anbHOKIETOYHOro paka
KOXW, & U3y4eHne ero 3Ha4nMbIX 3BEHbEB ABMAETCA Mnep-
BblM LLArOM K pa3paboTke U BHEOQPEHMIO HOBbIX Teparnes-
TNYECKUX MOAXOO0B K JIeHEHUIO.

AkTuBaums curHaneHoro nytu Hedgehog npowuc-
XOOWUT HECKONMbKMMM  crocob6amu:  nuraHg-3asucvMmas
WM peuenTop-MHAYUMPOBaHHasA akTuBauus CUrHaNbHOro
nytn Hedgehog (“Canonical Hedgehog pathway”) npowuc-
XOOUT Yepes3 CBfA3bIBaHME CEMENCTBa BHEKIIETOYHbIX -
raHgos HH (1. H. Sonic Hedgehog (SHH), Indian Hedgehog
(IHH) n Desert Hedgehog (DHH) ¢ TpaHcmeM6paHHbIM
peuentopom Patched 1 (PTCH1)) n anstepHatveHas ak-
TMBauma curHanbHoro nytu Hedgehog (“Noncanonical
Hedgehog pathway”) 3a cyeT TpaHckpunuuuM unM MnocT-
TPaHCNAUMOHHOW MoandMnKaLmum cemencTea TPaHCKpUNLm-
OHHbIX dpakTopoB — GLI (GLI1, GLI2 n GLI3) B pe3ynstate
B3aMMOZENCTBUA C CUTHAbHBIMU NYTAMU 3NugepmarnbHo-
ro cakrtopa pocta (EGFR pathway), nHcynnHonogo6Ho-
ro cgpaktopa pocta (IGF pathway), TpaHcchopmumpytoLero
pakTopa pocrta 6eta (TGFB pathway), atTunmyHorn npore-
nHkmMHasbl C (aPKC pathway), docdomHo3MTNA-3-KMHa3bI
(PI3K, AKT n mTOR pathway) 1 TpaHCKpUNLMOHHOro dhak-
Topa NF-kB. CoBepLueHCTBOBaHME TEXHOMOMMIA FEHOMHOIO
aHanusa npuBeno K MaeHTUdUKauum HOBbIX reHOB-gpan-
BEPOB 6a3afilbHOKIETO4YHOrO paka KOXW, XapakTepusyo-
LMxcs 6onee CMoXHON reHeTUHECKON B3aUMOCBSA3bIO0, HYEM
npegnonaranock paHee. Tak, uccnegoBareny ykasbiBaloT
Ha TeCHyl0 B3aMMOCBA3b curHanbHoro nytn Hedgehog
c curHanbHbiMn  nytamm  Wnt, Hippo-YAP, NOTCH,
YTO, MO BCEW BUAMMOCTM, OTpaxaeT KIMHMKO-NaTonoru-
YeCKyl0 reTeporeHHOCTb Ccrny4YaeB 6a3anbHOKIETOYHOIo
paka Koxu, Hanpumep, 6a3annomMbl C HU3KUM MK BbICO-
KMM PUCKOM peumanBa, OnyXonu y naumeHToB C CUHAPO-
Mom lopnuHa—-Tonbua wnn 6a3annomMbl, Pe3VCTEHTHbIe
K TapreTHom Tepanuu [1].

C NOMOLLbIO COBPEMEHHbIX FEHOMHbIX U MPOTEOM-
HbIX METOLOB AMarHOCTUKN MOryT 6biTb BbISBfIEHbI HOBbIE
6uomapkepbl 1 paspaboTaHbl pPacTBOPUMbIE W/UNK Tka-
Hecneuuduyeckne 6uomapkepbl A1 AWArHOCTUKMK, Mpo-
FHO3MPOBAHUS M MOHWUTOPUHIa Tepanuu Mpu pasnmnyHbIX
3M0Ka4eCcTBEHHbIX HOBOOOPA30BaHMWsAX, BKNoYas 6asasb-
HOKNETO4YHbIN paK KOXW U Apyrne HemMenaHOMHble BUObl
paka koxu [13].

OpHako YpOBHM TEHHbIX TPaHCKPWMNTOB He Bcerga
KOPPENUPYIOT C 3Kcnpeccuer 6efkoB u3-3a TpaHcKpunum-
OHHOMO/TPaHCALUMOHHOIO KOHTPOMS, MU BbICOKONPOWN3BO-
OuTenbHble MPOTEOMHbIE TEXHONMOrUW NpPeanoYTUTENbHbI
AN M3aMepeHnsi 6enkoB, CBA3aHHbIX C NaToNorm4ecKnuMm
cocTosiHMAMH [12].

MNpoTeomMHble UMCCnegoBaHWs MOTEHUManbHbIX MNpo-
FHOCTMYECKMX MapkepoB peunamea 6a3asibHOKNETOYHOIro
paka KOXMW Ha CerogHsILUHWA OEeHb BKIOYAaKT M3yYeHve
LIMKIIOOKCUreHasbl-2, 33p1MHa U MaTpUKCHbIX MEeTanonpo-
TenHas-1, -9 n -13 [14].
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1. MoTeHuManbHbie 6UOMapKepbl NOBBILLEHHOIO pUCKa

peunauBuUPoBaHUA 6a3aNbHOKNETOYHOIO paKa KOXH

1.1. nknookcureHasa-2 B natoreHe3e
0a3a/1bHOK/IETOYHOI0 PaKa Koxu

Linknookecurenasa-2 (LOr-2) npepctasnser co6ow
hepMeHT, KOTOpbIN onocpeayeT MHorne onsnonormyeckmne
YHKUMK, TaKne Kak UHrMOpoBaHue anonTosa, ycuneHne
aHrnoreHesa v yBenuvyeHne nogBMXHOCTM KNETOK (puc. 1).

W AAL2PGG2 ©2 PGH2

PGF2 —— PGH2 — PGD2
PGE2 — | T~ pGI2

TXA2

Puc. 1. Knetoynas nokannsauna v hepmMeHTaTHas akTuBHOCTb
LINKNOOKCUTeHa3bI-2

[MokasaHa cy6kneTo4Has nokanuaauus LIOM-2 B 3HA0NNa3mMatinyeckoM petukynyme
(ER), aape, mutoxoHapusx (M) 1 aununaHbix Tenax (LpB). MokasaHo (kpacHast
3BE3/104KA) OKCUTEHMPOBAHIE apaxi0HOBOIA KUCnOTbI (AA) ¢ nomoLLbto LIOM-2

B 3H/0NNA3MaT4ECKOM PETUKYyMe. Apaxi0HOBas K1CIOTa Npeobpasyetcs

B PGG2. 3atem PGG2 BocCTaHaBNBAGTCS NEPOKCMAA3HOM akTBHOCTbHO LIOM-2

10 PGH2. PGH2 (3en1gHast 38e3/104Ka) CYXUT CyOCTPATOM ANSt KIETO4YHO-
CreUndIU4eCKX LMTO30MbHbIX CIIHTA3 npocTarnafvHa (PG), KoTopble B CBOKO
04epefib 0TBEHAOT 32 NpoAyKLMto npocTarnananHa E2 (PGE2), npoctarnasantHa
D2 (PGD2), npoctarnaqavHa F2o. (PGF2cd), npocTauyknuHa (PGI2) n TpoM6oKcaHa
A2 (TXA2). Amantiuposato 13: Rizzo MT. Cyclooxygenase-2 in oncogenesis. Glin
Chim Acta. 2021; 412(9-10):671-687. doi: 10.1016/j.cca.2010.12.02. A306paxeHme
C03/aH0 C MOMOLLH0 pecypcos ¢ freepik.com

Fig. 1. Cellular localization and enzymatic activity of cyclooxygenase-2

The subcellular localization of COX-2 in the endoplasmic reticulum (ER), nucleus,
mitochondria (M) and lipid bodies (LpB). Shown (red star) is oxygenation of
arachidonic acid (AA) by COX-2 in the endoplasmic reticulum. Arachidonic

acid is converted to PGG2. PGG2 is then reduced by COX-2 peroxidase activity
to PGH2. PGH2 (green star) serves as a substrate for cell-specific cytosalic
prostaglandin (PG) synthases, which in turn are responsible for the production of
prostaglandin E2 (PGE2), prostaglandin D2 (PGD2), prostaglandin F2a. (PGF2a1),
prostacyclin (PGI2) and thromboxane A2 (TXA2). Adapted from: Rizzo MT.
Cyclooxygenase-2 in oncogenesis. Clin Chim Acta. 2021;412(9-10):671-687.
doi:10.1016/j.cca.2010.12.02. Image created with resources from fregpik.com

T. 98, Ne 6, 2022

OB30P JINTEPATYPbI / REVIEW

Vccneposarenammn nokasaHo, 4YTO W36bITOYHAs 9KC-
npeccus LIOIM-2 nrpaeT BaxHyto ponb B KaHLEpPOreHese no-
CpefcTBOM HECKOSNbKMX MEXaHU3MOB, TakuX Kak ycurneHue
KMeTo4HOM nponudepaummn, CTUMyNALMSA aHrnoreHesa, UHrm-
6upoBaHune anornTosa, CTUMYNALMA MHBA3UM U NofasneHne
nMmmyHHoro oteeta [15]. KneTtouHas nponudepauus sasnset-
cAa pesynsratoM B3ammogencTaua mexgy LIOr-2 n pasnuy-
HbIMW KINIETOYHBIMW CUrHanbHbIMK NyTamu [16]. o gaHHbIM
Tjiu (2006), npegnonaraeTc CBA3b MeXY CBEPX3KCrpec-
cvert LIOIN-2 n noBbilLeHHbIM ypoBHEM hakTopa pocTa 3H-
potenus cocygos-A (VEGF-A), CD31-no3utnBHbIX COCyaoB
n perynsaTopos anonto3a Mcl-1 n Bcl-2, urparoLmx BaxkHyo
posb B natoreHe3e 6a3asibHOKNETOYHOro paka Koxwu [17].

El-Khalawany (2013) o6Hapyxwun, 4to 90,9% peumngn-
BUPYIOLLMX ¢PopM 6a3anbHOKIETOYHOrO paka KOXWU 3KC-
npeccupytoT LIOM-2 no cpaBHeHuto ¢ 59,1% Hepeumanem-
pytoLmx dopM 6a3anbHOKNETOYHOIO paka Koxu [14].

Bbino nokasaHo, 4TOo uHrnbmposaHue LIOI-2 moxet
CMSAIrYUTb POCT OMYXONN, YMEHbLUUTL 3KCMPECCUI0 Mapke-
poB nponudepaLn KNeTok n crnocobcTBoBaTh anonTosy
pakoBbIX KNeToK [16].

B wccneposaHun Chen (2019) yctaHoBfieHa MoOBbI-
weHHas akcnpeccuna LIOM-2 kak Ha ypoBHe MPHK, Tak
M Ha ypoBHe 6enka B OrnyXoneBon TKaHU W npuneraroLmx
HopManbHbIX TKaHsax y 180 naumeHToB C 6asanbHOKIe-
TOYHBLIM PaKOM KOXW C MOMOLLIbIO KONMMHYECTBEHHOW MOonn-
MepasHOW LENHOM peakumn B peanbHOM BpemMeHu U Be-
CTEpPH-6M0TTUHra COOTBETCTBEHHO. YPOBEHb 3KCMpeccum
KOppenupoBan € BEPOSITHOCTLIO HAaCTynneHws peuunamsa
nocrne npoBefEeHHOro fevYeHnsi, 4To MOo3BONUMO caenatb
BblBOA O BO3MOXHOCTU WCMOMb30BaHus ypoHsA LIOI-2
B TKaHsIX B Ka4ecTBe 6MomMapKkepa ans nporHo3a pucka pe-
uuamea 6a3anbHOKNETOYHOrO paka koxu [18].

1.2. 33pur

O3puH npefcTaBnseT cobor 6enok uutonnasmartu-
YecKor MembpaHbl, MpuHagnexawmnin K cemencTsy 6ern-
koB ERM (33puwH, paguKCUH M MOE3WH) U OeNCTBYHOLLUIA
KakK MpoMeXyTo4YHOe 3BEHO MexXAy nnas3matnyeckon Mem-
6paHom 1 aKTUHOBbLIM LIMTOCKENETOM. VIrpaeT BaXKHYo ponb
B afresuun, Murpauumn, opraHmsaummn CTPYKTYpbl KNeToYHON
NMOBEPXHOCTU, Perynauum pocrta onyxonu, nporpeccupo-
BaHWM M MeTacTas3vpoBaHUW pasnnyHbIX BMAOB paka [19]
1 MOXET UCMONb30BaTbCA B Ka4ecTBe 6uomapkepa [20].

Bonee Bbicokas YyacToTa BbISIBNIEHUA UMMYHOMO3UTUB-
HOCTW MO 33pVHY, YeM B NepBUYHBbIX hopmax, HabnojaeT-
Cs NpU peumanBHbIX hopmax 6a3anbHOKNETOYHOrO paka
Koxm [14].

1.3. MatpukcHble METanaonpoTenHassl

MaTtpukcHble MeTannonpotemHassl (MMI) asnsoTCA
YneHaMmnm HapcemMeincTBa METUMHLUMHOBBLIX MpoTeas UMHK-
3HZOMEeNTMAAa3 U TPaaULIMOHHO OMNWCHIBAIOTCA Kak MOMeKY/bl,
KOTOpbIE B MEPBYIO O4epedb PacLLennsaoT 6ekKu BHEKIETOY-
Horo matpukca [21]. MaTpukcHble MeTannonpoTenHasbl SB-
NAOTCH 3HAYUMbIMU KOMMOHEHTaMM MUKPOOKPYXXEHUS Ory-
XONnW, Urpasi BaXHyto posb B NPOrpeccMpoBaHnn paka nytem
MOZYNMPOBaHWs pocTa, M depeHLMPOBKM U MUrpaLmMn Kne-
TOK. MaTpuKcHble MeTannonpoTenHasel (Tabn.) onocpegyrot
BbICBOOOXAEHME U BAMSIOT HA aKTUBHOCTb MHOIOUMCIIEHHBIX
MOJeKyf, TaKMX Kak LIMTOKMHBI, (hakTopbl pocTa U MOMEKYIbI
afgreavin, KoTopble perynmpyroT YHKLUMIO KIIETOK U3 MUKPOO-
Kpy>xeHus onyxonm (puc. 2) [22].

BbicBO60OXAEHNE MATPUKCHBIX METANNIONPOTENHAS SiB-
NAeTca OfHUM M3 NepBbIX COBLITUI B CIIOXHOM MpoLiecce

BecTHuk gepmaTonoruu n BeHeponorun. 2022;98(6):39-47 M
Vestnik Dermatologii i Venerologii. 2022;98(6):39-47 M
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Tabnuua. Cy6cTpaThl 1 MULLEHM MATPUKCHbIX METannonpoTenHas [25]
Table. Substrates and targets of matrix metalloproteinase’s [25]
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MatpukcHas meTannonpotenHasa

Cy6cTpat U MULEeHb

MatpukcHas meTannonpoTenHasa-1
(konnareHasa-1)

Konnaren tuna I, 11, 111, VII, VI, X u X1, )XenaTuH, HWAOTeH, Ka3euH, arrpekaH, nepfiekaH, CepruH,
TeHacumH-C, BepCUKaH, BUTPOHEKTUH, (OMOPOHEKTMH, L-CeNeKTINH, 0BOCTATUH, 0CHOBHOIA 6€/10K

MUENHA, CTPOManbHbIA KNeTouHbIi hakTop (1SDF-1), neHTpakcuH-3, NpoTeuH, CBA3bIBALLNIA
VIHCYNIMHONOA006HbIN thakTop pocTa, npeawectseHHnk ®HO, VEGF-ceasbiBatowwme 6enku ECM

MatpukcHasa meTannonpoTenHasa-9
(xenarunasa B)

XKenatun, konnared tuna IV, V, VII, X n XIV, arrpekaH, 3nactuH, GuopoOHeKTUH, NaMUHUH, HUAOTEH,
BEPCUKAH, AEKOPUH, OCHOBHOIA 6€110K MUESIMHA, KA3eUH, BUTPOHEKTIH, NHTEPNENKMH-8, ranekTuH-3,

peLenTop UHTEpPNeNnKNHa-2, NPOTEeNH, CBA3bIBALOLLMIA MHCYANHONOA06HBIA (DaKToOp pPOCTa,
npeawecteeHHnK ®HO, VEGF-ceasbiatowme 6enkn ECM, Tpom60CcnoHANH-2 1 nupyBaTkuHaza M1/M2

MatpukcHas metannonpoTtenHasa-13
(konnarenasa-3)

Konnaren Tuna I-1V, IX, X u XIV, xenatud, nnasmuHored, Gu6pOHEKTUH, OCTEOHEKTUH, arrpekaH,

nepnekaH, namuHNH, TeHaCLUWH, Ka3enH

Puc. 2. MuKpooKpyxeHue onyxonin (Ha npumepe 6a3anbHOKNETOHHOTO paka Koxin)

MIKPOOKDYXKEHWE OMyX0NW COCTONT 3 PA3NIYHBIX TUMOB KIETOK, TAKNX KaK IMMYHHbIE KIIETKM, SHAOTENUATbHbIE KIETKN (HOBOO@DHSOBHHHbIB KPOBEHOCHbIE COC)/,D,bI),

(hnbpobnacTb! v cTpoMansHble ek (A) Grubpo6NACTLI Y4aCTBYHOT B CUHTE3E 1 [erpajialiiv NeMEHTOB BHEKNIETOYHOTO MATPIKC, TaknX Kak KONmareH, npoTeorikaHb!

11 TanypoHoBas Kucnota. (B) IMMyHHbIE KTETKY 11 POAYKLIMS LIUTOKMHOB 1 XEMOKIHOB CMIOCOBCTBYHOT NoKanbHoMy BocnaneHuio. (C) AKTUBIPOBaHHbIE (p1OPO6NacTb! MOryT
MO/ MPOBATb NPOTVBOOMYXONEBBIV OTBET 11 NOALEPXIBATL BOCMANUTENbHbIA NpoLiece. (D) 3KCnpeccust MaTpUKCHbIX METanonpoTenHas (KpacHble 3Be3/04K1) 008Cne mBaeT
JErpafaLiio BHEKNETOYHOr0 MaTpukca U cnocobeTByeT nporpeccupoBatittio onyxoni. (E) MpoLece aHrioreHe3a 06ecneynBagT OnyxoneBble KNETKIA MUTATENbHbLIMI BELLECTBAMN
11 KNCNOPOAIOM 1 CNOCOBCTBYET X POCTY M MHBA3WW. AanTuposaHo u3: Zambrano-Romén M, Padilla-Gutiérrez JR, Valle Y, Mufioz-Valle JF, Valdés-Alvarado E. Non-Melanoma
Skin Cancer: A Genetic Update and Future Perspectives. Cancers. 2022;14(10):2371. doi:10.3390/cancers14102371

Fig. 2. Tumor microenvironment (on the example of basal cell skin cancer)

The tumor microenvironment is composed of various cell types such as immune cells, endothelial cells (new blood vessels), fibroblasts, and stromal proteins. (A) Fibroblasts are
involved in the synthesis and degradation of extracellular matrix elements such as collagen, proteoglycans, and hyaluronic acid. (B) Immune cells and production of cytokines
and chemokines promote local inflammation. (C) Activated fibroblasts can modulate the antitumor response and support the inflammatory process. (D) Expression of matrix
metalloproteinases (red asterisks) promotes degradation of the extracellular matrix and promotes tumor progression. (E) The process of angiogenesis provides tumor cells with
nutrients and oxygen and promotes their growth and invasion. Adapted from: Zambrano-Romén M, Padilla-Gutiérrez JR, Valle Y, Mufioz-Valle JF, Valdés-Alvarado E. Non-

OMyXONeBON MHBa3UW, NPUBOASALLEN K U3MEHEHUSIM LIUTO-
cKeneTa, KOTopble AeNatT BO3MOXHOW MUrpaLmio KIETOK.
MaTpukcHble MeTannonpoTenHassl MOTYT Mrpatb pPosib
He TOJIbKO B arpecCMBHOCTU OMyXOSiv, HO U B €e peuuau-
BMPOBaHUN.

B BecTHuk gepmaTtonorumn n BeHeponoruun. 2022;98(6):39-47
B Vestnik Dermatologii i Venerologii. 2022;98(6):39-47

Melanoma Skin Cancer: A Genetic Update and Future Perspectives. Cancers. 2022;14(10):2371. doi:10.3390/cancers14102371

B nccnegosanunn Rogosic n coasT. (2015) npoaHanu-
3upoBanu 64 o6pa3ua 6a3anbHOKNIETOYHOrO paka Koxu
1 oueHnnn akcnpeccuro MMI-1, MMI1-2, MMIM-9, MMTIM-13
n E-kagrepuHa ¢ nNomoLLbl0 UMMYHOrMCTOXMMUYECKOro
okpawwmsaHus. OHM BbiSBUAW, 4TO 3Kcnpeccna MMII-1

Vol. 98, Iss. 6, 2022
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B OMyXOSeBbIX KNeTKax B NATb pas Bbille npu mMopdea-
OPMHOM 1 peumnamsmnpytoLLieM 6a3arnibHOKIIETOYHOM pake
KOXW, 4eM Npu NOBEPXHOCTHOM, KUCTO3HOM WUIIN MUKPO-
HogynapHoM. Okcnpeccuss MMIM-9 n MMIM-13 B cTpo-
ManbHbIX KfNeTkax 6bina BbiiBfieHa npu Mopdeadopm-
HOM U peunamnsBHon dopmax 6a3anbHOKNETOYHOro paka
KOXM [23, 24].

1.4. AnbTepHaTUBHbIN (hakTop crnancuHra

AnbTepHaTUBHbIN akTop cnnavicuHra (ASF1, SRSF1)
ABNgeTCs (PakToOpoOM ChnancuHra, KoTopbi UrpaeT porb
NPOTOOHKOreHa, CTUMYNMPYS aHrMoreHes, pocT U Mponu-
depaumio knetok [26] (puc. 3).

A

/HHFHE‘HPOBHHHEAEFDM&HHH
P53 M MHOYKUKWA KNETOYHOIO

CTEIpEHH

SRSF1 PRLS
A
Mecl-1
Bel-x
/?cmnerq Me TPaHCAALMM B\
CYypBMBUHA M MHIMBUpoBaHMe RON
anonTosa
...
“—
@
N . ) VEGF

Puc. 3. MneiiotponHoe Aeiictsine SRSF1 Ha HeonnacTuyeckui npouecc

Fig. 3. Pleiotropic effect of SRSF1 on the neoplastic process

Hig Med Dosw (Online). 2017;71(0):422—430. doi:10.5604/01.3001.0010.3825
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Bbino o6HapyxeHo, 4TO 6enoK BRUSIET Ha aHruore-
He3 onyxonu, CTUMynupys o6pasoBaHue NPoOaHrMoreHHomn
hopMbI COCYANCTOro aHAOTENMANLHOrro hakTopa pocta A
(VEGFA) [26].

VIMMyHOrnMcToxMmMmnyeckas 3Kcrnpeccus anstepHaTuB-
Horo hakTopa cnnancuHra Takxe KoppenupyeT C MioxXum
NPOrHO30M MNpu ANMAY3HBLIX rMMOMax B3pOCSbIX, a Takxe
C MNOBbLILLEHHON Mponudepaumnent KNneTok npu pake npen-
cTatenibHON xenesbl [28].

[Npn 6a3anbHOKNETOYMHOM pake KOXW BbiiBreHa
CTaTUCTUYECKN 3Ha4vMmasa Koppenauusa mexpy 6onee
BbICOKUMW YPOBHAMW SKCMPECCUN ansTepHaTUBHOIo
hakTopa cnnamcuHra 1 noBbILLEHHbIM PUCKOM MECTHOro

OuddepeHunansHbIA CNNZMCUHT
npe-mPHK

& .« €5
| Ero |

BapWaHTbl CNNaMCHHIa C OHKOME@HHBIMM CBOMCTBaMM

o |2 e :‘;m
AT

Mecl-1 v Bel-x uHrubBupyroT anontos

> ICENIEEN

Ex 10

Ex 12

RON BEI3bIB2ET METACTA3MPOBAHME

VEGF uHgyumMpyeT aHrMoreHes

(A) SRSF1 npucoeauHsieTcs k komnnekcy youkeutHAMradsl MDM2 1 pu6ocomHoro 6enka PRLS, MHrMbupys Aerpaaauio p53 v CTUMynnpys NPOLIEce, 3BECTHbIA Kak
OHKOTeH-MHAYLMpOBaHHoe cTaperie. (B) SRSF1 perynupyet anddeperumansHyto c6opky npe-MPHK, MHAYLMPYS CUHTE3 BAPUAHTOB CMTACHHTA C OHKOreHHbIMY CBOVCTBAMIA.
Mpu yyacTum SRSF1 co3gatoTes aHTManonToTiYeckme 30opMbl 6enKoB 13 cemericTea Bel2, perynupytomx anonto3: Mcl-1L u Bel-xL, npoaHroreHHbIi BapuaHT 0CHOBHOTO
perynstopa aHrvorexesa VEGF165 n u3odopma peuentopa Ron (ARon), cTumynupytoLias Murpauito Knetok u nx nieasuto. (C) SRSF1 nocpeacTBom B3anmoaencTans

¢ KiHa3oit mTOR ycunmnBaeT TpaHCSLMID aHTANONTOTUYECKOro 6eNka CypBUBIMHA, MHTMOMPYIOLLIEr0 anonTo3. AnanTuposaHo n3: Sokot E, Bogustawska J, Piekietko-Witkowska A.
The role of SRSF1 in cancer. Postepy Hig Med Dosw (Online). 2017;71(0):422—430. doi:10.5604/01.3001.0010.3825

(A) SRSF1 binds to the complex of MDM2 ubiquitin ligase and PRL5 ribosomal protein, inhibiting the degradation of p53 and stimulating a process known as oncogene-
induced aging. (B) SRSF1 regulates the differential assembly of pre-mRNA by inducing the synthesis of splicing variants with oncogenic properties. With the participation

of SRSF1, anti-apoptotic isoforms of proteins from the Bcl2 family that regulate apoptosis are created: Mcl-1L and Bcl-xL, a proangiogenic variant of the main regulator of
angiogenesis VEGF165 and an isoform of the Ron receptor (ARon), which stimulates cell migration and invasion. (C) SRSF1 enhances translation of the apoptosis-inhibiting
anti-apoptotic protein survivin through interaction with mTOR kinase. Adapted from: Sokét E, Bogustawska J, Piekietko-Witkowska A. The role of SRSF1 in cancer. Postepy

BecTHvk gepmaronorum n seHeponorum. 2022;98(6):39-47 M
Vestnik Dermatologii i Venerologii. 2022;98(6):39-47 M
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peunamBa nocne ne4veHus. TeM nauveHTam, KoTopble
OEeMOHCTPUPYIOT BbICOKWE YPOBHU 3TOro 6eska, MoxXeT
noTpe6osaTbca 6ornee yactoe HabnwaeHWe nocre ne-
YyeHus.

HecMoTpsa Ha TO 4TO 6bINMN MAEHTUULMPOBAHLI pas-
NUYHbIE KINWHUYECKME W TUCTONOrMYeckne mnapameTpbl
BbICOKOIO pUCKa peunavBupoBaHuUs, TOYHbIE MaToreHeTu-
YeCcKne MexaHW3Mmbl, fexalyue B OCHOBE JIOKamnbHOro pe-
unamnea 6a3anibHOKNETOMHOro paka Koxu, faxe npu Hanu-
YU CBOGOAHLIX OT OMYyXONU XUPYPruyeckux Kpaes, eLle
NPeACTOUT BbIICHUTL. BbINo BbICKa3aHO NpeanonoxexHve,
YTO curHanbHbI NyTb YAP nrpaet KrodeByto pornb B Noa-
Oep>XXaHun CTBOMOBLIX KNETOK 1 nponudepaumm 6asansHo-
KNeTO4YHOro paka KoXWu, HeraTMBHO Perynmpys CUrHasbHbIn
nyTb Hippo, KOTOPbLIN BbINOMAHAET PYHKLUMIO MHIMOUpPOBA-
Hus onyxonu [1].

Ecnn curHaneHeim nyTe Hippo He nopasnseTcs,
curHaneHbin nyTe YAP BMecTe ¢ gpyrumu haktopamu
TPaHCKPUMNLUMN MOXET CTUMYNMPOBaThb SKCMPEeccuto Mpo-

Puc. 4. CoiicTBa MrotnbpobnacTa

Fig. 4. Properties of myofibroblast

Inhibitor. Dermatol Ther 2021;11(1):293-299. doi:10.1007/513555-020-00464-x

BecTHuk gepmaTonoruun n BeHeponorun. 2022;98(6):39-47
Vestnik Dermatologii i Venerologii. 2022;98(6):39-47
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TOOHKOIreHOB C KOHEYHOW MHAYKLMEN KNeToYHOM nponude-
paumu, pocTa, snuTenuanbHO-Me3eHXManbHoro nepexoaa
n anonto3a [1].

Mpennonaraetcs, 4TO ansTepHaTUBHBIN hakTop cnnan-
CVHra, AencTByoWMIA Kak dhakTop crnnavicuHra / PHK-ces-
3blBalOLWLMA  6ENOK, MOXET u3buparterbHO perynuposarb
TpaHcKpunuumio 6enkoB, yyacTaytowmx B Nyt YAP/Hippo.

1.5. Anbgha-aKkTuH rnagkux MbitL

VHBa3MBHbIA MOTEHUMAN Onyxonu 3aBWUCUT, MOMWUMO
NpPOYero, OT NMOABWKHOCTU KIIETOK U UX CMOCOBHOCTU MUIpu-
poBaTb B OKpyxawlume TkaHu. MukpocunameHTbl, conep-
Xallme o-akTvH rmagkux Mbiwy, (a-SMA), B 3HaUMTENBHOM
CTeneHn OTBETCTBEHHbBI 3a MOABWXHOCTL KNeTok (puc. 4) [29].

KayecTBEHHbIE U KONMMYECTBEHHbIE WU3MEHEHUSA 3KC-
npeccun a-SMA B OnyxoneBbIX KMeTKax u CTpoMe MoryT
KOppenupoBaTh C arpeccuUBHOCTLIO pocTa onyxonu [30].

Okcnpeccnsa a-SMA B onyxoneBbIX KNeTKax U CTpome
ABNAETCA NMPOrHOCTMYECKMM (DAKTOPOM PELMAVBUPYIOLLIETO

NpoussoacTeo uuToKnMHOB: TGF,
VEGF, IL-1,6,8

CokpatuTtenbHana cuna
Konnarewn 1, 3 TMna

YyacTkm ceepx3penon GoKanbHOW agresum
ManypoHoBana NepuUenIionapHan
obonouka

Ctpecc-BonokHa anbda-SMA

Muochnbpo6nacTbl NPOAYLMPYIOT (hakTOPbl SKCTPALENONSPHOr0 MaTpUKCa U COAEPXaT COKPATUTENbHbIE CTPECCOBbIE BONOKHA, COCTOALLME 113 oi-SMA. OHM TECHO
B3aMMOZEIACTBYIOT C COCEAHMMM KNETKaMiA 1 BHEKNETO4HbIM MaTpukcom. Afantuposato 13: Teh N, Leow LJ. The Role of Actin in Muscle Spasms in a Case Series of Patients with
Advanced Basal Cell Carcinoma Treated with a Hedgehog Pathway Inhibitor. Dermatol Ther 2021;11(1):293-299. doi:10.1007/513555-020-00464-x

Myofibroblasts produce extracellular matrix factors and contain contractile stress fibers composed of a-SMA. They interact closely with neighboring cells and the extracellular
matrix. Adapted from: Teh N, Leow LJ. The Role of Actin in Muscle Spasms in a Case Series of Patients with Advanced Basal Cell Carcinoma Treated with a Hedgehog Pathway
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TeveHns1 6a3anbHOKNETOYHOroO paka Koxu. B rpynne nep-
BMYHbIX ONyXOnewn NonoXuTebHas 3KCNpeccus CcTpomarb-
Horo a-SMA koppenupyeT ¢ 6051ee BbICOKOW 4acTOTOW pe-
umoueoB. B cnyyae peunpmea 6a3anbHOKNETOMHOIO paka
KOXM MonoxuTenbHasa akcnpeccust a-SMA B 0nyxoneBbIX
KneTkax siBnsieTcs npegpacronarariowmmM K foKanbHOMY
peungnBy caktTopom [31].

B nutepatype coobLiaeTcsi O KoppensuuMm Mexay
o-SMA 1 arpeccrBHbIMM NOATMNaMM 6a3aIbHOKNETOYHOIrO
paka KoXu, KoTopble Yalle peumamsnpytot [32].

OB30P JINTEPATYPbI / REVIEW

3akniouenue

AHanna sKcrpeccun reHoB M MPOTEOMHOro npodu-
nmpoBaHMUA OnyxosieBblX KNEeTOK U UX MUKPOOKPYXeHUA
B pPa3/In4HbIX 6Monorn4ecKnx o6pa3uax, TKaHAX Unn XxXuna-
KOCTAX y6e,|:w|Teano cBunageTenbCTByeT O TOM, 4TO onpe-
neneHHble MOJeKylbl, y4acTByloLlimne B natoreHeTn4eckmnx
NyTSAX paka KoXu, MOryT NpeacTasnaTb cO60M HOBble Npo-
FTHOCTU4eCkKune 6VIOMapKepr npu 6a3afibHOKNEeTO4YHOM pake
KOXW. |_|OJ'Iy‘-ieHHbIe ncecnenoBartendaMy oaHHble HY>XXKOakTCcA
B ,u,aaneVlmeM I/I3yHeHI/IVI.Lh
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K BOHPOCY OIICHKHM ITO CTCIICHU TAKECTHU U KAaCCI/ICbI/IKaL[I/H/I AKHC
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B cTatbe npMBoanTCA aHann3 pasfnnyHbIX BapuaHTOB KraccuuKkaumii akHe U OLEHKM UX TSXKEeCTU, NpoBse-
OeHHbIn paboyer rpynnoi Komuteta POOBK no knaccudmkaumam B gepmatoseHeponorun. CyulectsyeT
JeneHve ByNbrapHbIX yrpen no BO3PacTHOMY NMPUHUMMY M NO cTeneHn TsxkecTn. OLeHKa THXeCTN akHe
BaXkHa AN Bblbopa ajeKBaTHOM Tepanuu B exxeqHEBHOM MpakTUYecKon paboTe, a TakxXe AN OLEeHKU
apdhekTa neveHms. BonbLIMHCTBO CYLLIECTBYIOLLMX KNnaccudukaLuin akHe rno cTeneHu TSXeCcTn OCHoBa-
Hbl MO0 Ha rnobanbHONM rpagaunmn TAXeCTU, MO0 Ha nNogcyeTe KoIMYecTBa BbICbINaHUM B onpedenex-
HbIX aHaTOMUYECKUX nokanuaauusax. Onsa KnnHuyeckon paboTsl Bpaden-aepmMaToBEHEPOSoroB, a Takxe

B y4eO6HbIX M Hay4HbIX Liensx padoyer rpynnon NpeanoxXeHo OOMONHUTb KraccuuKaumio akHe, OCHOBaH-
HYI0 Ha rpagaumu TsSHXXeCcTun, MOACHETOM BbIChINaHWI, a TakXe yYnTbiBaTb 1oKanMaaumio, pacnpocTpaHeH-
HOCTb npouecca, HanMyne pyoLoB Npu ornpeneneHnn cTeneHn TAHXeCTN akHe.

Knto4eBble cnosa: Knaccucpmnkauus akHe; TSHKeCTb aKHe; rpagauum akHe

KOHMNMKT MHTEPECOB: aBTOPbLI JAHHON CTaThW NOATBEPAUN OTCYTCTBUE KOH(NMKTA MHTEPECOB, O KOTOPOM
Heob6XxoaMMOo COOBLLUMNTD.

NCTOYHMK chHAHCMPOBaHUSA: pa6oTa BbINOSIHEHA U ONYGNMKOBaHa 3a CYeT (PMHaHCUPOBaHUS MO MecTy paboThl
aBTOPOB.

Ona yntuposaHms: Apaeuiickas E.P., Camuos A.B., Cokonosckuii E.B., Bakynes A.J1., MypawwkuH H.H.,
KapamoBa A.O. K Bonpocy 06 oLeHKe Mo CTeNeHn TAHXECTU U Knaccudmkaumm akHe. BecTHUK gepmatonormum
n BeHeponorun. 2022;98(6):48—54. doi: https://doi.org/10.25208/vdv1374
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Revisiting the question of assessment by severity and
classification of acne
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The paper presents an analysis of different variants of acne classifications and the assessment

of acne severity, carried out by the working group of the RODVK Committee for Classifications

in Dermatovenereology. There is a division of acne vulgaris according to age and severity. Assessing the
severity of acne is important for choosing the correct prescriptions in daily practice and for the evaluation
of treatment outcomes. Most of existing acne grading systems are based either on a global grading of
severity or on calculating the number of lesions in a variety of anatomic locations. For clinical practice of
dermatovenereologists, as well as for educational and scientific purposes, the working group proposed
to supplement the acne classification based on severity grading with counting the number of the lesions,
and to take into account localization, rash prevalence and scarring when determining the acne severity.

Keywords: acne classification; acne vulgaris; acne grading
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Bl AkHe — XpOHMYecKUi BoCNanuUTENbHLIN AepMaTos,
XapakTepu3YIOLLMINCA  BbICOKOM  pacrnpoCTPaHeHHOCTLIO
BO BCeM mupe: Ao 80% nogen B onpegeneHHbIn MOMEHT
CBOEW XM13HK (06bI4HO B Bo3pacTe oT 15 no 17 net) 6onetor
akHe, N 9TO COCTOSIHME 4acTO COXpaHSAEeTCA BO B3POCIIOM
Bo3pacTe [1, 2]. CyLiecTByeT 60MbLLIOE KONMMYECTBO Krac-
cudmkaumin BynbrapHeix yrperi. C y4eTom BO3pPacTHOW
nepuoausauun akHe noapasfensioT Ha fAeTckue U nog-
pOCTKOBbIE, @ TaKxXe akHe B3pocnbix. Cpeaun akHe y geten
N NOAPOCTKOB MPWHATO BbIAENATb akHe HOBOPOXAEHHbIX
(oT poxpeHus 0o 8 Hefenb), akHe [eTen paHHEro Bospac-
Ta (8 Hegenb — 1 rop), akHe JeTen cpefHero Bo3pacTa
(1-7 neT), NnpeaponecueHTHble (NPeanoapPOCTKOBbLIE) akHe
(7-12 net), nogpocTtkoBble akHe (12-19 net wnu nocne
MeHapxe y gesouek) [3]. Y B3poCnbIX XeHLMH akHe nog-
pasgensiioT Ha CToWiKue (MepcucTUpyloLLme), CyLLeCTBYIO-
e ¢ nepuopa noroBoro Co3peBaHns, N akHe ¢ No3aHUM
Ha4anom [4]. CywlecTByeT Takxe Knaccuduvkauus akHe
Yy B3POCbIX XEHLUMH, BblAensaoLas akHe B BO3pacTHOM
rpynne 25-45 net v ctapLue 45 ner [5].

Jlokanusauma gepmarosa Ha OTKpbITbIX y4acTKax, npo-
JOIMDKUTENBHOE TeYEHNE akHe, Pe3UCTEHTHOCTb K Tepanuu,
hopMupoBaHune pyoLIOB acCoLMMPYIOTCS C rMcuxocoumarns-
HbIMM NOCNEACTBUAMU, KOTOPbIE HEraTUBHO BIUAIOT Ha Ka-
4eCTBO XM3HW NaumeHTa [6-9]. B nocnegHune gecatuneTuns
3HaHWA cneynanucToB MOMOMHUAUCE AaHHbIMK O naTodu-
310N0rMN akHe, NOABUMNCHL MOAXoAbl K Tepanuu, Ha 6ase
KOTOPbIX YXe CHOopMynMpoBaHbl anropuTmbl, NMOCTOSHHO
npepnaraloTcs U COBEPLUEHCTBYHOTCS HOBbIe METOAbI feYe-
HMA C UCMONb30BaHWEM KaK CPefCTB (hapMaKosiorm4eckoro
OeNCTBUA, Tak N epMaTOKOCMETUKU, U KOCMETOSOMMHYECKNX
npoueayp [2, 10]. OgHako Mo-nNpexHeMy MNpakTUKYyoLne
Bpa4yn NOCTOAHHO CTaNlKUBAIOTCA C LesbiM PAAOM CIIOXHO-
CTelr B BeAeHUU NaumeHToB ¢ akHe [11].

CnoxHoCTM B BefeHWM TakuMx MNauueHTOB Hepeako
CBfi3aHbl C HeaJeKBaTHOW OLEHKOM WUMEHHO TSXeCcTWu 3a-
6oneBaHusl W, Kak CneacTeue, HeafeksaTHOM Teparnuu.
B kayecTtBe npumepa yMeCTHO MPUBECTU MpaKTU4ecKoe
pyKOBOACTBO MO BeAEHWUIO MauMeHToB C akHe, cHopMyrnu-
poBaHHOe 17 MeXAyHapoAHbIMW 3KcnepTamu rnop Pyko-
BozcTBOM npodpeccopa H.P. Gollnick B 2016 r. [11]. OgHown
N3 Lenen asTopoB 3TOro PYKOBOACTBA ObIIO onpefeneHne
NPUYKH, MO KOTOPbIM NALUMEHT He OTBeYaeT Ha MPOBOAUMOE
neyenve. Cpegy NpuYMH He3PEKTUBHOCTH Tepanun akHe
6bInY BblAENEHbI cregytoLme:

1. nporpeccupoBaHune 3a6oneBaHuns;

2. NpUYMHbI, He CBA3aHHbIE C NPUEMOM MNpenapaTtos;

3. NpUYMHbI, CBA3aHHbIE C NPUEeMOM MnpenapaTos;

4. H/3Kas NPUBEPXXEHHOCTb K NeYeHUIo;

5. HexenartenbHble SIBNEeHNs.

MporpeccupoBaHne 3a6oneBaHUs He Cry4arHO Bblae-
NEeHO Kak ofiHa M3 BaXHbIX MPUYUH HESM(EKTUBHOCTA re-
YeHus. [Npu nporpeccumn 3abonesaHus, TO eCTb YTHXKENEHUN
ero TeyeHus, asTopamu npeanaranmcb Mepbl No YyCUneHuo
KakK HapyXHOW, TaK U CUCTEMHOW Tepanun, pekoMeHJoBa-
NoCb TakXe COOTBETCTBYIOLLEe [oo6cnefosaHve nauueH-
TOB. Tak, Hanpumep, Npu NPOrpeccupoBaHnv akHe B cryyae
Nerkoro Te4YeHUs] PEeKOMEHAYIOT MEepenTn C TOMU4YecKoro
MoHomMpenapaTa Ha KOMOVHUPOBaHHbLIA npenapat Wnn Bbl-
6paTtb MOHorpenapar ¢ 60nblUed KOHLEeHTpaumenh OCHOB-
HOro cpefcTsa, a npu MporpeccupoBaHn akHe B cCrny4vae
CpeHETSKENoro Te4eHnss — Bbi6paTth CUCTEMHYIO Teparnuio.

B cBA3WN C U3NOXEHHLIM OCO6YI0 3HA4YMMOCTb MPUOG-
peTaeT rpagauus Taxectu akHe [1, 2, 12, 13]. MNMpakTukyto-
LLeMy Bpa4y HY>XXeH yHMBepcarbHbIA U Nerko BOCMpPou3Bo-
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OUMbIA anropuTM, NO3BOMSIOLLNIA ONPEAENUTLCH B TAXECTH
TeYeHNss Ha MOMEHT OCMOTpa NauueHTa, NpUYeM Kak nep-
BWYHOrO, TaK U B AMHaMuKe Tepanum. MHorve aBTopsl nog-
YepKMBaloT, YTO B HacTosILLlee BPEMS He CYLLeCTBYET YHU-
BepcanbHOW CUCTeMbl rpajaunmn U OLEHKU TSXECTU akHe
[12, 13, 15].

Cywecteyowime B mMupe n B Poccum KnuHuyeckne
pekoMeHAaumMmn no BefieHuo 60sIbHbIX akHe W pasnnyHble
cornacuTernbHble [OKYMEHTbl OCHOBaHbl Ha BbI6Ope TOro
WM MHOTO NpenapaTa/npenaparoB B COOTBETCTBMU C rpa-
pauven Taxectn 3abonesanus [2, 13, 16]. B uenom gnsa 06-
nerdyeHus NPUHATUSA TepaneBTUYECKUX PELLUEHNA U OLEHKM
OTBETa Ha feyvyeHne KIMHULMCTBLI UCMOoNb3YIOT nocnefosa-
TenbHbIM MEeTOoA rpajauun, UCXoaa U3 Konmn4yecTsa BbIChl-
naHum, Nx Tuna, TAXXeCTU 3abonesaHus, nokanusaumm ane-
MEHTOB, (POpMMPOBaHMA PYOLIOB N BAUAHUA Ha Ka4ecTBoO
XXKMU3HW naumeHTos [17].

[MpobnemMa OLEeHKU THXEeCTU akHe HeOdHOKpPaTHO 06-
cyxpanack creumanuctamu. ABTOpoM OAHOM U3 MNepBbIX
Takmx Knaccudpukaumim 6bina  3aeefylowlas  Kadegpow
Aepmatonorun XKeHckoro MeguuUMHCKOro Konnepgxa llen-
cunbBaHum Carmen C. Thomas. OHa npegnoxwuna nogcyeT
KOSIMYeCTBa 3MIEMEHTOB MNpU ONUcaHuM NauneHToB B UCTO-
puu 6onesnu [12].

B 1956 r. D.M. Pillsbury, W.B. Shelley n A.M. Kligman
BrepBble Orny6nmkoBanu Krnaccudukaumo, OCHOBaHHYH
Ha Ka4eCTBEHHOW OLEHKEe MOpaXeHWs KOXW, BblAenvB
4 cTeneHu TaxecTtu (Taén. 1). 10 6610 NEPBOW NONBITKON
YHUUUMPOBATL NMOAXOA K ANarHOCTUKE U BEAEHMUIO TakuX
naumeHToB [12, 13]. OgHako ykasaHHasa rpagaums He no-
3Bofsna oueHnsaTb pesynbTaTbl NPOBEAEHHOrO feYeHus.
B 1958 r. K. James u J.J. Tisserand npegnoxunu anstep-
HaTMBHYIO CUCTEMY OLIEHKM TSXECTU, KoTopas oTnvyanach
VWb HEKOTOPbIMU (POPMYNUPOBKaMU, HO TakXe He ro-
3BOSIANa OLEeHUBaThb AMHAMUKY 3a6oneBaHus Ha oHe ne-
YyeHus [12].

HeobxogumocTb 605ee YeTKUX KIIMHUYECKUX KpuUTe-
pueB YCTaHOBMEHUS KaXXOON U3 CTENEHEeN TAXeCTN npuse-
na K co3faHuio rpapaumii, OCHOBaHHbIX Ha MOAcYeTe KO-
nuyecTBa BbicbiNnaHuii. B 1977 r. G. Michaelson, L. Juhlin
n A. Vahlquist npegnoxwnu cuctemy nx nogcyeta Ha nvue,
rpyam, cnvde [12].

B panbHeileM HeCKONbKMMUK rpyrnnamu aepmartono-
ros paspabartbiBaniCb MHOIMOYUCEHHbIE CUCTEMBI rpaja-
LUN aKHe, U K HacTosILLeMy MOMEHTY MX HacyUTbIBAETCA
6onee 25. AHanu3 cyLecTBYIOLMX Knaccudunkaumm Taxe-
CTW akHe nokasarl, 4To npu UX co3faHum UCMosb30Banochb
[Ba OCHOBHbIX NMPUHLMMA OLIEHKMN:

1. rno6anbHas rpagaums TaXecTu;

2. NOACHET KOMMYEeCTBA BbIChINaHWA B OrnpeaeneHHbIX
aHaTOMMYECKNX fnokannsaumsx.

lMpn 3TOM NepevncneHHble cUcTembl NpefcTasBneHbl
nmM6o B BMAe 4MCNoBoW rpagaumm (Hanpumep, 0—4), nuéo
nocrnegoBaTenbHON rpajaumm (nerkas, ymepeHHas, Ts-
xenas, o4eHb Tsxkenas) [2, 12]. MNepBbii NPUHLMM OLIEHKM
OCHOBaH Ha OLleHKe 06LLero BHeLUHero Buaa KoXHbIX Mpo-
ABMEHWI C Nocneaylowmnm onpeaeneHmemM TaXeCcTn nytem
CpaBHeHWs ¢ onucaTtefibHbIM TEKCTOM WU CTaHOapTuau-
poBaHHOM ¢hoTorpadpmenn. NpumepomMm nepeBo MeTOOMKU
OLEHKN TSXKECTU fBNSeTCH Knaccudukaumsa no crteneHu
TSXKECTW, NpeanoxeHHas B EBponencknx pekomeHgaumsx
no nevyenuio akHe (2012, 2016):

1. KOmMefoHarnbHblE aKHe;

2. nanyno-nycTtynesHble akHe Nnerkov n cpefHewn cre-
neHen;

BecTHuk gepmaTonoruu n BeHeponorun. 2022;98(6):48-54 M
Vestnik Dermatologii i Venerologii. 2022;98(6):48-54 M
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Tabnuua 1. Knaccudmkaums TKeCTi akHe, 0CHOBaHHAs Ha Ka4eCTBEHHOM OLIEHKE BbichinaHuii (no D.M. Pillsbury, W.B. Shelley n A.M. Kligman, 1956) [12]
Table 1. Classification of acne severity based on qualitative evaluation of lesions (by D.M. Pillsbury, W.B. Shelley, and A.M. Kligman, 1956) [12]

CTeneHb TAXECTH XapaKkTepucTuKa BbiCbINaHUi

CteneHb 1 KoMeZOHbI 1 e[JUHNYHbIE MENKNE KUCTbI Ha NnLe
CteneHb 2 KomeaoHbI C eUHUYHBIMI MYCTYNaMu M MENKUMU KUCTaMI Ha JTNLLe
CreneHs 3 MHOro KOMe0HOB 1 MENIKIX 1 KPYNHbIX BOCMANUTENbHbIX Nanyn u nycTyn,
60J1ee 06LUNPHBIX, HO OFPAHUYEHHbIX KOXel nuua
MHOro KOMeJ0HOB 1 rNy60KMX BbICbINAHUIA C TEHAEHLMEI K CINSHNIO
CteneHb 4

1 COOGLLEHUIO MEXAY CO60i1 1 BOBNEKAKOLLMX NINLL0 U BEPXHIOK MOMIOBUHY TYN0BULLA

3. nanyno-nycTynesHble akHe TSXXENON CTeneHu, y3no-
BaTble aKHEe YMEePEHHOW CTeneHu;

4. y3noBaTble akHe TSXXENOoW CTerneHun, KOoHrnobaTHble
akHe.

YKazaHHasa knaccudukauus 6binna coctaBsneHa Ha oc-
HOBaHWM BO3MOXHOCTW BblfENIEHUS anropuTMOB NeYeHus,
KOTOpble NOATBEPXAEHbI PA3NIMYHON CUON peKoMeHAaLm-
SIMU (BbICOKas, CPeAHss, HU3Kas, oTpuuaTenbHas, OTKpbI-
Tas) [2]. OHa ncnonb3yeTcsa B HAcTosLLEee BpeMs npu dop-
MYJIMPOBKE MECTHbIX PEeKOMeHAauun B pasHbIX CTpaHax,
a Takxe B psiie KNnHu4ecknx nccnegosanun [10, 13, 15].

BTopoW npvHLMN OLEHKM OCHOBaH Ha nofcyeTe Konu-
YecTBa KaXxAoro BapuaHTa BbiCbiNaHum, nHorga — ¢ no-
crnefylowmnM YMHOXEHUEM Ha 3afaHHbIA MHOEKC TAXecTu
unn KoaduumeHT. B KavecTBe npumMepa MOXHO MpuBe-
ctn rpagaumio G. Plewig n A.M. Kligman (ta6n. 2) [18].
Kak MOXHO BMAeTb 13 Tabnuubl, 3Ta Knaccuukaums yum-
TbiBAET U TAXECTb Py6bL0B. CornacHo Nno3gHee npennoXxeH-
Hon knaccudpukaumm N. Nayashi n coaBT., TaXecTb akHe
MOXET ornpefensaTbca nyTemM MnogcyeTa BOCMNanuTesNbHbIX
BbICbIMaHWA Ha OOHOWN NOMOBMHE LA, YTO YCKOpSieT N 06-
neryaet oLUeHKy crneunanuctoM. MNpun 3ToM nerkoe TeveHne

Tabnuua 2. Knaceudpukaums G. Plewig n A.M. Kligman (1976) [18]
Table 2. Classification by G. Plewig u A.M. Kligman (1976) [18]

AnarHoctupyeTcs npu BbISIBNEHUU 0 5 3NeMeHToB, cpet-
HeTshkenoe — 6-20, tTaxenoe — 21-50, a O4YeHb TaXe-
noe — cebliwe 51 [19].

Mo aHanornM4yHoMy MpUHUMMY MOCTPOEHbI Knaccugu-
kaumm H. Gollnick n A. Orfanos, a Takxe knaccucvkaums
AmepukaHckon akagemun gepmatonorum (AAD) 1990 r.
(tabn. 3) [14]. CnepyeT Nog4YepkHyTb, YTO o6a onucaH-
HbIX MPUHLMNA OLEHKN TSXXECTU UMEIOT CBOW HEAOCTaTKu
1 npeumyllectaa [17]. Kak BUAHO U3 cpaBHUTENbHOW Xa-
pakTepucTukn B. Adityan u coaBT., Ka4eCTBeHHas oueHkKa
KIIMHNYECKOW KapTUHbI ABNSieTCca 6onee O6bICTPbIM METO-
OOM, B TO Xe BpeMsi Konn4yectseHHaa — 6onee 06beKTUB-
HbIM (Tabn. 4) [16].

B anoxy pgokasaTenbHOM MefuLMHbl BaXXHO TakxXe
yunTbiBaTb U TO OBGCTOATENBCTBO, YTO rpajaums Taxe-
CTW TOrO UM MHOro 3aboneBaHns [AOMKHA COOTHOCUTLCS
C BbIGOPOM MeToda JfleYeHusi, OCHOBAHHOIO Ha [okasa-
TenbHou 6a3e B cootBeTcTBUM ¢ GRADE-cncTemon peko-
MeHOaumu, OueHKK, pa3paboTkm n akcneptusbl (Grading
of Recommendation, Asessment, Development and
Evaluation). 9Ta cuctema LUMPOKO UCNOMb3YeTCA B 34paBo-
OXpaHeHUn 1 NpeacTaBnseT cob60M 0CO6bIN METOL, OLIEHKM

CTeneHb TAXKECTH aKHe

JNemMeHTb! yrpeBoil Cbinu -
I. Acne comedonica

Il. Acne papulopustulosa

Ill. Acne papulopustulosa IV. Acne papulopustulosa

KomeoHbl <20 >20 MHoro
Manynsl/nycTynbl <10 10-20 >20 MHoro
Manynsl >1 cm Het 10-20 >20
V31Ibl/KNCTbI Her Mano MHoro
Bocnanexue Het HeTkoe CunbHoe Oqembri';ggroe:”oe
Py6Libl Het Ectb Ectb

Tabnuua 3. Knaceudpukaums taxectin akhe no H. Gollnick u A. Orfanos, ocHoBaHHas Ha nofc4eTe Bbicbinanuil (1993) [14]
Table 3. H. Gollnick and A. Orfanos classification of acne severity based on counting of lesions (1993) [14]

CTeneHb TAXECTH aKHe

06wan xapakTepucTmka

MepBas cTeneHb TAXECTH

[TopaxKeHne KOXu nuua B BULE KOMEAOHOB 1 BOCNANNTENIbHbIX 3N1eMEHTOB B KonnyecTse 4o 10

BTopas cTeneHb TAXeCTH

Kome[oHbl Ha KOXXe nuLa 1 BocnanutenibHble 3neMeHTsl o1 10 go 20

TpeTbs cTeneHb TAXECTH

BocnanutesnbHble MOpaXKeHus TYNOBULLA C BOSMOXHbIM BOBNIEYEHUEM KOXN NnLa

L‘|€TBepTaFI CTeneHb TAXeCTn

V35ibl 1 pyoLbl HA NULE U TYNOBULLE

Il BecTHuk gepmaTonorumn n BeHeponorun. 2022;98(6):48-54
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Tabnuua 4. CpaBHUTENbHAS XapaKTepucTika MeTOA0B rpajauui akHe (no B. Adityan u coast., 2009) [17]
Table 4. Comparative characteristics of acne grading methods (by B. Adityan et al., 2009) [17]

KayecTBeHHas oueHka

MogcyeT anemMeHToB

OueHka npeo61ajatoLLnX BbICbINAHNA N UX PACTPOCTPAHEHHOCTU

[MoAcHeT BCEX TUMOB BbICbIMAHMIA 11 OLIEHKA 0OLLIEN TAXKECTH

Cyb6beKTUBHASA OLiEHKA

06beKTUBHAS OLEHKA

[TpocToM 1 BbICTPBIA METOS

3aHumaeT 60/bLUIe BPEMEHN

MeHee TOYHBbIi

bonee To4HbIN

He no3sonseT onpefenaTb MUHUMANbHbIE Pa3nuyns Ha hoHe Tepanun

OnpenenﬂeT HE3Ha4NTesNbHbIEe PA3NINYNA B OTBET Ha Jie4eHune

HeBO3MOXHO OLEHUTbL 3P EKT JleveHus
B OTHOLUEHMN ONPeAeneHHbIX BbICbINAHMA

[TpeacTaBnseTcs BO3MOXHbIM OLEHUTb 3 KT feveHns
B OTHOLLEHWW ONpPEeAeNieHHbIX BbICbINAHNIA

/icnonb3ytoT Yalle B KIIMHUYECKOI paboTe

icnonb3ytoT YaLle B KMNHUYECKUX UCCNEeS0BAHNAX

[OCTOBEPHOCTWN PesynsTatoB U peKoMeHAaTesNlbHOW CUrbl
Ha OCHOBaHUW aHann3a 06bLEKTUBHBIX PEe3YyNbTaToOB KINHU-
Yeckunx uccnegosaHun [17]. B HacToswee Bpema GRADE
LLIMPOKO MCNOSb3YIOT Npy Ny6nankauum cuctemMaTmuHeckmx
0630pO0B, OLIeHKe pasfnyHbIX TEXHOMOMMI U CO3aaHUN py-
KOBOZACTB MO KIIMHUYECKOWN NPaKTUKe.

Mo MHEeHuIo 3KCNepToB, N3 BCEX KNnaccugukaunin akHe,
KOTOpble YNOMWHaNUChL B nuTepaTtype B Te4deHue nocnep-
HUX OeCATUNETUH, Ny4YLUMK KnaccuukaumsamMm ¢ TOYKM
3peHns UCMOoNb30BaHNS YPOBHEN foKa3aTebHOCTN B COOT-
BeTcTBMM ¢ GRADE-cuctemoin 6binm aBe: knaccudmkaums
EBponencknx pekomeHOauni, OCHOBAHHbIX Ha YPOBHSX
nokasatensHoctn (European-evidence based guidelines,
unn EDF guidelines), n knaccudumkaumsi, npegnioxeHHas
A.L. Zaenglein 1 coaBT. (pekomeHgauun AMepUKaHCKOn
akagemun gepmaronorum, AAD) [12, 17].

B oOTeYeCcTBEHHbIX KIMHUYECKUX pPeKoMeHZauusax
Nno BeJEHWIO MaLMeHTOB C aKHe WCMoMb3yeTcs Kiaccu-
dukaunsa Esponeirckux pekomeHpauui. Kak yxe yka-
3blBanoCb, €e HEeCOMHEHHbIM [OCTOMHCTBOM ABNAETCSH
TO, YTO AN KaXA0W U3 CTerneHen TaXeCcTW npepcrasne-

Hbl YEeTKNe anropuTMbl NeYeHnsi, OCHOBaHHbIE Ha aHanu-
3e fokasartesnbHOM 6a3sbl CyLlecTByLWNX ny6nvkaumm
[2]. BmecTe ¢ TeM B 3TOM Knaccuukaumm oTCyTCTBYIOT
YeTKMe KpUTepuu onpepeneHnsa Kaxaon na crerneHemn Ts-
XKECTW, He Y4uUTLIBAIOTCA PacrnpoCcTpaHEeHHOCTbL npoLlecca
M CKITOHHOCTb K (hOpMMpOBaHMIO pybLoB. K coxaneHuto,
Takaa Knaccuukaumss He MOXeT ObITb Ucnosib3oBaHa
ONs OLEHKU OUHAMWKM COCTOSIHMS nauueHta Ha (oHe
NPOBOAMMOrO fleYeHus, Tak Kak He MOXeT O6BLEKTUBHO
0TpasuTb He6OorbLLME, HO 3HAYUMbIE N3MEHEHUA B KapTu-
He 3abonesaHus. BmecTe ¢ TeM B nocnegHune rogbl Bce
Yalle BCTaeT BOMpPoC 06 OO6LEKTUBHOM OLiEHKe pesynb-
TaToOB Ha3Ha4YeHHOW Tepanuu nNpu paspeLleHun Crnopos
M KOH(PIUKTHBIX CUTYyaL .

OpHvM 13 nyTen pelueHus npobrieMbl MOXET ObITb
OOMoSIHeHMe eBpOmMenckon Knaccudukaumm pagom Ko-
JNINYECTBEHHbIX XapakTepuUCTUK W MNosacHeHW. Pabo4as
rpynna Komuteta POOBK no knaccudukauusm B gep-
MaTOBEHEeposnorMM npepgnaraet YyTOYHEHME WMetoLLen-
ca knaccudukaumm (taén. 5). CornacHo npepnoXeHHon
rpajauun BynbrapHble yrpu cregyeT cyutaTb Nerkumu

Tabnuua 5. Knaccudukaums akHe 1 oOLgHKa no CTeneHu THKeCTu, Npeanaraemas paboyeii rpynnoit akeneptos POLBK (2022)
Table 5. Acne classification and severity rating proposed by the RODVC expert working group (2022)

CTeneHb TAXECTH NO eBPONENCKOI Knaccutukauumn IlononuHenuns*
1 KomegnoHanbHble akHe (L70.0) [ED80.0] —
2a [Tanyno-nyctynesHole akHe nerko ctenedm (L70.1) [ED80.1] [o 10 nanyno-nycTynesHbix akHe

26 Manyno-nycTtynesHble akHe cpegHen ctenedn (L70.1) [ED80.2, ED80.3] 0t 10 8o 20 nanyno-nycTyne3HbIX akHe

Manyno-nycTyneaHble akHe TAXKENOM CTENEHN, Y3N0BaTble aKHE YMEPEHHOIA Cabiwe 20 nanyno-nycTyne3Hbix akHe

3 crenenu (L70.1) [ED80.3, ED80.4] o 5y3nos
4 V3110BaTble akHe TAXKENoi cTeneHn, KonrnobatHole akHe (L70.1) [ED80.4, Bonee 5 yanos
ED80.40, ED80.41] X0T8 6bl OJUH KOHTNO6ATHbI 3NEMEHT
*KommeHTapum:

— NOACHET 3NIEMEHTOB NPON3BOANTCA Ha KOXe Nnua;
— MPU HANVYMKN NOPAXKEHNS KOXM TYNOBULLA CTEMNEHb TAXECTU yBEeNnYMBaeTCca Ha 1 NyHKT;

— NpU Han4MK pyoLIOB CTEMNeHb TAXECTU akHe yBennyimMBaeTca Ha 1 NyHKT;

— Npu pacnpocTpaHeHUn BOCManUTENbHbIX BbICbINaHWI 3a NpeAesibl CE60PenHbIX 30H CTeNeHb TAXECTU akHe yBennymnBaeTcs Ha 1 NyHKT.
*Comments:

— the lesions are counted on the face;

—in the presence of lesions on the skin of the trunk, the degree of acne severity is increased by 1 point;

—in the presence of scars, the degree of acne severity is increased by 1 point;

— if inflammatory lesions extend beyond the seborrheic zones, the acne severity is increased by 1 point.

lMpumeyarme: B Kpyrnbix CKOO6Kax ykasaH wundp B cootseTcTBUM ¢ MKB-10, B KBagpaTHbIX CKOH6Kax ykasaH wudp B cootseTcTeum ¢ MKB-11.

Note: Round brackets indicate ICD-10 code; square brackets indicate ICD-11 code.
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npu BbiiBNeHun o 10 nanyno-nycTynesHbIX SfeMeH-
TOB Ha KOXe nuua, cpegHetaxensiMn — oT 10 go 20
n/vnn Jo 5 y3noBarbiX 3N1EMEHTOB, TAXENbIMU — CBhbILLE
20 nanyno-nycTyne3HbiX 3/IEMEHTOB U/UNn CBbile 5 y3-
noe. B knaccudukauum npefycMoTpeHa BO3MOXHOCTb
WU3MEHEHUS CTEMEHU TAXECTU B Clydae Nopa)KeHUs UHbIX,
KpoMe KOXW nuua, cebopenHbiX 30H (Hanpumep, KOXu
cpegHen NMHUK rpyaun, MexnonaTo4yHom o6nactT Ha cnu-
He ¥ Op.), Bbixo4a BbICbINaHUIN 3a npegenbl ceboperHbIX
30H, a TaKXxe Hann4ns pybLoBbIX U3MeHeHUn. Halua rpyn-
na aKcnepToB yb6exaeHa B MPOCTOTE N 6bICTPOTE METOAM-
KM nofcyeTa BbICbINaHUMA U B BO3MOXHOCTU peanusaumm
3TOro anropuTMa B eXXeflHEBHON PYTUHHON NPaKTUKe Kax-
ObIM cneumanncTtoM. Takum o6pas3oM, Mbl paccMaTpuBa-
eM NpeanoXeHHbIN BapuaHT knaccuukaunum Kak TOUHbIN
W BOCMNPON3BOAUMbINA, NPOCTOM B €XeAHEBHOM UCMOMb30-
BaHWN, ObICTPbIA B UCMOSIHEHUM U Al BO3MOXHOCTb

453

O06BEKTUBHOIO OOKYMEeHTUpOBaHUA COCTOAHUA
B CMNOPHbIX CUTyauuax, npu xanobe nauveHTa 1 aop.

KOXW

3aknioyenue

B pesynstaTte 0O6CYyXOAEHWS pasfuUyHbIX BapwaHTOB
Knaccuukauum akHe 1 OLEHKN NX TSXXeCTU pabodas rpyn-
na Komuteta POOBK no knaccugmkauusm B gepmaroBe-
Heponornm npegnaraet UCMNonb30BaTh B KIIMHUYECKOW pa-
60Te Bpayen-gepmMaToBEHEPOSOroB, B yY4EOHbIX U HAyYHbIX
uensx — npyv oby4eHun B MeAuLMHCKMX 06pas3oBaTtesib-
HbIX YYpEeXOAeHUsX BbicLLEro o6pa3oBaHus, Npu obydeHnn
no cneumansHocTn «[epmaTtoBeHeponorusa» (kog OKCO
3.31.08.32), npy nnaHMpoBaHMM W MPOBEAEHUN Hay4HbIX
nccnenoBaHviA, nNpy NyonukKaumax B Hay4YHbIX MeOULUMH-
CKUX XYypHanax, npu paspadoTke KnUHU4YECKUX pekoMeH-
Jaumn — «Knaccuiukaumioo akHe U OLEHKY MO CTerneHu
TAXKECTU», UNOXEHHYIO B 3TON cTaTbhe.

Jiutepartypa/References

1. Camuos A.B., Apasuiickaq E.P. AkHe u po3auea. MoHorpadms.
M.. ®apwmrek; 2021. 400 c. [Samtsov AV, Araviiskaya EA. Akne i rozacea.
Monografiya (Acne and rosacea. Monography). Moscow: Farmtec; 2021.
400 p. (In Russ.)]

2. Nast A, Dréno B, Bettoli V, Bukvi¢ Mokos Z, Degitz K, Dressler C,
et al. European evidence-based (S3) guideline for the treatment of
acne — update 2016 — short version. J Eur Acad of Dermatol Venereol.
2016;30(8):1261-1268. doi: 10.1111/jdv.13776

3. Schachner LA, Eichenfield L, Andriessen A, Benjamin L, Cohen B,
Ghali F, et al. Consensus on Neonatal Through Preadolescent Acne.
J Drugs Dermatol. 2020;19(6):592-600. doi: 10.36849/JDD.2020.5065

4. Dreno B, Bagatin E, Blume-Peytavi U, Rocha M, Gollnick H.
Female type of adult acne: Physiological and psychological considerations
and management. J Dtsch Dermatol Ges. 2018;16(10):1185-1194.
doi: 10.1111/ddg.13664

5. Zeichner JA, Baldwin HE, Cook-Bolden FE, Eichenfield LF, Fallon-
Friedlander S, Rodriguez DA. Emerging Issues in Adult Female Acne. J Clin
Aesthet Dermatol. 2017;10(1):37-46.

6. Gieler U, Gieler T, Kupfer JP. Acne and quality of life — impact
and management. J Eur Acad Dermatol Venereol. 2015;29(Suppl 4):12-14.
doi: 10.1111/jdv.13191

7. Dunn LK, O'Neill JL, Feldman SR. Acne in adolescents: quality of
life, self-esteem, mood, and psychological disorders. Dermatol Online J.
2011;17(1):1.

8. Hay RJ, Johns NE, Williams HC, Bolliger IW, Dellavalle RP,
Margolis DJ, et al. The global burden of skin disease in 2010: an analysis
of the prevalence and impact of skin conditions. J Invest Dermatol.
2014;134(6):1527—-1534. doi: 10.1038/jid.2013.446

9. Pickett K, Loveman E, Kalita N, Frampton GK, Jones J. Educational
interventions to improve quality of life in people with chronic inflammatory skin
diseases: systematic reviews of clinical effectiveness and cost-effectiveness.
Health Technol Assess. 2015; 19(86):1—176. doi: 10.3310/hta19860

10. Lopez-Estebaranz JL, Herranz-Pinto P, Dréno B, el grupo de
dermatélogos expertos en acné. Consensus-Based Acne Classification

Il BecTHuk gepmaTonorumn n BeHeponorun. 2022;98(6):48-54
B Vestnik Dermatologii i Venerologii. 2022;98(6):48-54

System and Treatment Algorithm for Spain Actas Dermosifiliogr.
2017;108(2):120-131. doi: 10.1016/j.ad.2016.10.001

11. Gollnick HP, Bettoli V, Lambert J, Araviiskaia E, Binic |,
Dessinioti C, et al. A consensus-based practical and daily guide for the
treatment of acne patients. J Eur Acad Dermatol Venereol. 2016;30(9):1480—
1490. doi: 10.1111/jdv.13675

12. Witkowski JA, Parish LC. The assessment of acne: an evaluation
of grading and lesion counting in the measurement of acne. Clin Dermatol.
2004;22(5):394-397. doi: 10.1016/j.clindermatol.2004.03.008

13. Zaenglein AL, Pathy AL, Schlosser BJ, Alikhan A, Baldwin HE,
Berson DS, et al. Guidelines of care for the management of acne vulgaris.
J Am Acad Dermatol. 2016;74(5): 945-973. doi: 10.1016/j.jaad.2015.12.037

14.Pochi PE, Shalita AR, Strauss JS, Webster SB, Cunlifie WJ,
Katz HI, et al. Report of the consensus conference on acne classification.
Washington, D.C., March 24 and 25, 1990. J Am Acad Dermatol.
1991;24(3):495-500. doi: 10.1016/s0190-9622(08)80076-x

15. Alsulaimani H, Kokandi A, Khawandanh S, Hamad R. Severity
of Acne Vulgaris: Comparison of Two Assessment Methods. Clin Cosmet
Investig Dermatol. 2020;28(13): 711-716. doi: 10.2147/CCID.S266320

16. Ky6aHoB A.A., Apasuiickas E.P., Camuos A.B., Kongpaxu-
Ha W.H., Manaxosa 10.b., Jlacees [1.W. AkHe BynbrapHble. KnuHndeckue
pekomeraauun. M.; 2020. 33 ¢. [Kubanov AA, Araviiskaia ER, Samtsov AV,
Kondrachina IN, Malahova UB, Laseev DI. Akne vul gamy e. Klinicheskie
rekomendacii. (Acne vulgaris. Clinical recommendations). Moscow; 2020.
33 p. (In Russ.)]

17. Adityan B, Kumari R, Thappa DM. Scoring systems in acne
vulgaris. Indian J Dermatol Venereol Leprol. 2009;75(3):323-326.
doi: 10.4103/0378-6323.51258

18.Kligman AM, Plewig G. Classification of acne. Cutis.
1976;17(3):520-522.

19.Hayashi N, Akamatsu H, Kawashima M, Acne Study Group.
Establishment of grading criteria for acne severity. J Dermatol.
2008;35(5):255-260. doi: 10.1111/j.1346-8138.2008.00462.x

Vol. 98, Iss. 6, 2022



54\ OB30P JINTEPATYPbI / REVIEW

YyacTue dBTOPOB: 000CHOBaHME PYKOMKUCH, NOUCKOBO-AHANATUYECKAs PAOO0TA, aHAlN3 NUTEPATYPHbIX JAHHBIX W X WHTEPMPETALNS, HAMUCAHWE CTaTby,
0LI00peHIe PYKOMUCH W HANPABMEHe PYKOMUCH Ha NyONMKaLM0 — BCE COABTOPLI CTATbil B PABHOM CTEMEHN.

Authors' participation: justification of the manuscript, literature analysis and interpretation, writing an article, approval of the submission of the
manuscript for publication — all co-authors of the article equally.

Wuthopmauus 06 asTopax

*Apasuiickas EneHa PoanbpioBHa — pa.M.H., npodeccop; aapec: Poccus, 197022, r. Cankr-Metepbypr, yn. Jlba Tonctoro, A. 6-8;
ORCID iD: https://orcid.org/0000-0002-6378-8582; eLibrary SPIN: 9094-9688; e-mail: arelenar@mail.ru

Camuos Anekceit BuktopoBuy — a.M.H., npodeccop; ORCID iD: https://orcid.org/0000-0002-9458-087; eLibrary SPIN: 2287-5062;
e-mail: avsamtsov@mail.ru

Cokonosckuit Esrenmit Bnagucnasosuy — f.m.H., npodeccop; ORCID iD: http://orcid.org/0000-0001-7610-6061; eLibrary SPIN: 6807-7137,
e-mail: s40@mail.ru

bakyneB Anppeit JleonmpgoBuy — a.M.H., npodeccop; ORCID iD: https://orcid.org/0000-0002-1450-4942; eLibrary SPIN: 6708-7386;
e-mail: al_ba05@mail.ru

Mypawkud Hukonai Hukonaesud — pg.m.H., npodpeccop; ORCID iD: https://orcid.org/0000-0003-2252-8570; eLibrary SPIN: 5906-9724;
g-mail: m_nn2001@mail.ru

KapamoBa AptheHs 3pyappoBHa — KkM.H., fouent; ORCID iD: http://orcid.org/0000-0003-3805-8489; eLibrary SPIN:  3604-6491;
e-mail: karamova@cnikvi.ru

Information about the authors

*Elena R. Araviiskaia — MD, Dr. Sci. (Med), Professor; address: 6-8 Lev Tolstoy street, 197022, Saint Petersburg, Russia;
ORCID iD: https://orcid.org/0000-0002-6378-8582; eLibrary SPIN: 9094-9688; e-mail: arelenar@mail.ru

Alexey V. Samtsov — MD, Dr. Sci. (Med.), Professor; ORCID iD: https://orcid.org/0000-0002-9458-087; elibrary SPIN: 2287-5062;
g-mail: avsamtsov@mail.ru

Evgeny V. Sokolovskiy — MD, Dr. Sci. (Med.), Professor; ORCID iD: http://orcid.org/0000-0001-7610-6061; eLibrary SPIN: 6807-7137; e-mail: s40@mail.ru
Andrey L. Bakulev — MD, Dr. Sci. (Med.), Professor; ORCID iD: https://orcid.org/0000-0002-1450-4942; eLibrary SPIN: 6708-7386;
e-mail: al_ba05@mail.ru

Nikolay N. Murashkin — MD, Dr. Sci. (Med.), Professor; ORCID iD: https://orcid.org/0000-0003-2252-8570; eLibrary SPIN: 5906-9724;
g-mail: m_nn2001@mail.ru

Arfenya E. Karamova — MD, Cand. Sci. (Med.), Assistant Professor; ORCID iD: http://orcid.org/0000-0003-3805-8489; eLibrary SPIN: 3604-6491;
e-mail: karamova@cnikvi.ru

Cratbst mocTynuna B pegakuuto: 18.09.2022 Submitted: 18.09.2022
Mpunsta K ny6nukaumn: 06.10.2022 Accepted: 06.10.2022
[ara ny6nukauum: 15.12.2022 Published: 15.12.2022

BecTHuk gepmaTonoruu n BeHeponorun. 2022;98(6):48-54 M
T. 98, Ne6, 2022 Vestnik Dermatologii i Venerologii. 2022;98(6):48-54 M



OB30P JINTEPATYPbI / REVIEW 455
https://doi.org/10.25208/vdv1389

KOM6HHHp0BaHHaH TEpArTusa OOABHBIX TPHOOBHIAHBIM MHIKO30M
C IPUMEHEHUEM YABTPAPHOAECTOBOIO U3AYICHUS

© BopoHuosa A.A.*, Kapamosa A.3.

[0CYAapCTBEHHbIA HAYYHbIiA LIEHTP [EPMATOBEHEPONOTUIA 11 KOCMETONOrAK
107076, Poccus, r. Mocksa, yn. Koponerko, 4. 3, ¢1p. 6

Bbi6op TakTUKU BeieHUs1 60NbHOI0 rPUBOBUOHLIM MUKO30M onpefenseTcs ctaamen 3abonesaHus.

Ha paHHuX cTagunax npegnoyTuTeneH noaxon K Ne4eHuno ¢ NpMMEHEHNEM Hapy>XXHOW Tepanuun 1 pasnmy-
HbIX CNEKTPOB ynbTpadmoneToBoro 06nyyeHms (YPOB-311 Hm n NMYBA-Tepanum). MNpu HegocTaTo4HOM
3PPHEKTUBHOCTU N/UNN KOPOTKNX PEMUCCHAX Y HAaCTU NAUMEHTOB BOSMOXHO MPUMEHEHWNE Ha paHHUX CTa-
Onax KOMGMHUpoBaHHbIX MeTofoB: NMYBA-Tepanum nnu YOB-311 HM Tepanum B coYeTaHnn ¢ CUCTEMHON
Tepanuen, BKIroyatoLLern npenapartbl MHTepgepoHa (MDH) a2b, meToTpekcaT n petuHonabl. Pe3ynsrathl
OpUrMHanbHbIX UCCNefoBaHU [EeMOHCTPUPYIOT yBeNMYeHue obLLen Jonu oTeeTa npyu KOMOGMHUPOBaHUK
MYyBA-Tepanum ¢ MIH®-o unun petnHongamm y 60sbHbIX Ha cTagusax IB—IIB.3ddhekTnBHOCTE KOMOGUMHUPO-
BaHHbIX CXeM neYveHuns ¢ npumMeHeHvem YOB-311 HM ocTaeTca HelocTaTo4HO U3YYEHHOMN.

KntoyeBble crnoea: rpuboBUAHBbIN MUKO3; hoTOTepanus; peTUHouAbl; UHTepdepoH; MeToTpekcaTt

KOHMNMKT MHTEPECOB: aBTOPbLI JAHHON CTaTbW NOATBEPAUN OTCYTCTBUE KOH(NMKTA MHTEPECOB, O KOTOPOM
Heob6xoaMMo COOBLLUMNTD.

NCTOYHMK dhmHAHCUpPOBaHUSA: paboTa BbINoSIHeHa 3a CHET (hMHAHCUPOBAHWS MO MECTY paboThbl aBTOPOB.
Ona yntuposaHms: BopoHuosa A.A., Kapamosa A.3. KoM6UHUpOBaHHas Tepanus 605bHbIX FPUGOBUAHBIM MUKO30M

C NpYMeHeHneM yneTpadroneToBoro nsnyyeHns. BectHnk gepmatonorum n BeHeponorun. 2022;98(6):55—64.
doi: https://doi.org/10.25208/vdv1389
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Phototherapy combined with systemic agents for mycosis
fungoides

© Anastasiia A. Vorontsova*, Arfenya E. Karamova

State Research Center of Dermatovenereology and Cosmetology
Korolenko str., 3, bldg 6, 107076, Moscow, Russia

The choice of tactics for managing a patient with mycosis fungoides is determined by the stage of the
disease. In the early stages of mycosis fungoides, a treatment approach using external therapy and various
ultraviolet irradiation spectra (UVB-311 nm and PUVA therapy) is preferable. With insufficient efficiency
and / or short remissions in some patients, it is possible to use combined methods in the early stages:
PUVA therapy or UVB-311 nm therapy. in combination with systemic therapy, including interferon (IFN) a2b
preparations, methotrexate and retinoids. The results of original studies demonstrate an increase in the
overall response rate when combining PUVA therapy with IFN-a or retinoids in patients with stages IB-IIB.
The effectiveness of combined treatment regimens using UVB-311 nm remains insufficiently studied.

Keywords: mycosis fungoides; phototherapy; interferon; methotrexate
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Il Beepenue

MpmboBmAaHbIN MMKO3 (TM) — Hambonee YacTo BCTpeya-
IOLLIMINCA MOATUN NEPBUYHBIX T-KNETOYHbIX NIMMAIOM KOXW,
OTHOCALLMXCA K reTeporeHHoW rpynne SKCTpaHodasbHbIX
HEXOMKKMHCKMX nnmdoom [1]. BaboneBaHue xapaktepuay-
eTcsi MeJIeHHbIM MPOrpeccupyoLLMM TedeHneM ¢ rnoaTtan-
HOW 3BOSIOLMEN KIIMHNYECKWX NPOSABIIEHNI 1 nocneaytoLLemn
BHEKOXHOW reHepanu3aumen npouecca. OnpepeneHve
cTagun 3aborneBaHusl SBMAETCA BaXKHbIM 3TarioMm, BIUSIHO-
MM Ha OLEHKY MporHo3a Te4YeHus N BbI6op TaKTUKWN Be-
OeHna 6onbHoro [2]. Hanb6onee 6naronpuaTHBIA NPOrHO3
c o6LLen 5-neTHen BbKMBAEMOCTbO 94—78% HabntogaeTcs
y naumeHToB Ha paHHux ctagusx 'M (IA-IIA), no mepe npo-
rpeccupoBaHus 3ab6onesaHus ot IIB go IVB ctaguu obLias
5-neTHAs BbDKMBAEMOCTb CHMXaeTcs ¢ 47 0o 18% cooTseT-
cTBeHHo [3]. Begenve naumeHTos ¢ 'M TpebyeT mynsTMamc-
umnnuHapHoro nopxopa. B cootBeTcTBUM C 0Q06PEHHBIMU
Hay4yHo-npakTu4eckum cosetom MwuH3gpaBa Poccuinckoin
®defepalnn KIMHUYECKUMU pekoMeHJaumammn «pnbosma-
HbIi MMKO3» (2020) cneumanuManpoBaHHas MeduuMHCKas
MoMOLLb 60MbHBLIM Ha paHHMX CTaguax 3a6onesanus (IA-IIA)
oKasblBaeTcs BpavYamMu-gepMaTtoBeHeporioramy; Ha nospf-
Hux ctagusx (IIB-IVB) megmumHckas nomoLLb, B TOM 4uCre
BbICOKOTEXHOMOMMYHas, OKasblBaeTCcsi BpayamMu-reMartorsio-
ramw/oHkonoramu [4]. na neveHns paHHux ctaguii M B Ha-
CTosILLee BPEMs! LLUMPOKO MPUMEHSIIOTCA pasnnyHbie MeToAbl
dototepanmn (MYBA, YOB-311 HM), KOTOpble OTpaKeHbl
B POCCUMCKMX U 3apyOEXHBIX KIIMHNYECKUX peKOMeHaaumsax
[4, 5]. Mpun HegocTaTO4YHON dMDEKTUBHOCTU NN OTCYTCTBUN
OoTBEeTa Ha TOMM4Yeckune rMIoKOKOPTUKOCTEpOUabl N (hoToTe-
panuio, CornacHoO POCCUNCKUM KIIMHNHYECKUM pekoMeHaaLm-
fIM, NauneHTamM nokasaHo HasHa4eHne CUCTEMHOWN Tepanuu,
BK/OYAIOLLIEN MMMyHOoTepanuio nHtepdepoHom (MPH) a2b,
npuMeHeHve aHTUMeTabonmMTa — MeToTpeKcar, MHrnméuTopa
rucToHpeaueTnnas «BopuHocTar» U pasnuyHbIX METOOOB
nyyeson Tepanuu [4]. [lo gaHHbIM MeTaaHanu3a addek-
TUBHOCTW pa3nn4yHbIX METOA0B Tepanuu npu M, B cpegHemM
Y 9,2% 601bHbIX M Ha paHHMX cTaausax HabnoaaeTcs oTCyT-
CTBMe OTBeTa Ha poToTepanuio [6]; o6LLMIA OTBET HA MOHO-
Tepanuio HTepepoHOM-a AocTuraeTcs B cpegHemM y 70%
NaLneHToB, N3 KOTOPbIX MOMHLIA OTBET HabnopaeTcs y 25%,
a 30% OeMOHCTpUPYIOT OTCYTCTBUE OTBETA Ha nedveHue [7];
0o6LLMIA OTBET Ha Tepanuio MasnbiMU Jo3aMu MeToTpekcaTa
(25-50 wmr) peructpupyetcs nuib B 33% cny4aes [8]. MNpu-
MeHeHMe KOMOUHMPOBaHHbLIX METOAOB fleyeHnsa — cTpaTe-
rvsi, NPU3BaHHasA MOBbICUTbL KIIMHNYECKYIO 3PIEKTUBHOCTb,
pacLmpuTb TepanesTu4eckne BO3MOXHOCTU N NOTeHLUMarnb-
HO MPOANUTL Mepuon PeMuccun unu crtabunusaumm npo-
Lecca y 6onbHbIXx M. B HacTosiLee BpemMs B POCCUMCKNUX
KIMMHUYECKNX peKOMeHOaUMaX yKasaH NvLlb OfuH BapuaHT
KOMOWHWPOBAHHOTIO NeYeHUs C UCMONb30BaHNEM ynbTpadmo-
NeToBOro mnanyyeHns — npumMeHeHve NMYBA-Tepanum B co-
YyeTaHUn ¢ UMMyHoTepanuen nHtepcdepoHom (MPH) o2b [4].

Llenb HacTosiLero o63opa — 0606LWWNUTL NUTepaTyp-
Hble f[aHHble, MOCBALLEHHbIE NPUMEHEHUI0 KOMOUHWUPO-
BaHHbIX METOLOB feyeHus (BKoYas pasnuyHblie MeTodbl
doToTepanun), ANa BbISBNEHUS NOTEHLMANbHO Mepcnek-
TUBHBIX HanpasneHun B Tepanuu 60sbHbIX M.

METOAI:I KOMﬁMHMpOBaHHOﬁ Tepanuu ¢ NpUMEHEHHEM

MYBA-Tepanuu

Coyvetanue [1YBA-Tepanum ¢ uMmyHOTEPAMNEN
uHTEPEpoHOM-0. (NDH-0)

Haunbonee LWIMPOKO NPUMEHSIEMbIM METOAOM KOMOUHU-
poBaHHOW Tepanuu Ans nedveHns 6onbHbIX M ¢ ucnonb3o-
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BaHWeM poToTepanun anaeTcsa covetaHue NMYBA-Tepanum
¢ NIH®-o. Mo AaHHbIM nuTepaTypsl, NPOTUBOOMYXONEBYIO
aKTMBHOCTb VIH®-0. B OTHOLLEHUWN T-KNEeTOYHBbIX NMMOM
KOXW CBSI3blBaloT ¢ akTmBaumenn CD8+ T-knetok, NK-kne-
TOK, MoAaBfeHMeM akTuBaLuM LUTOKMHOB T-xennepamu
2-ro Tvna (Th2) n Hopmanusaumen npoaykuun T-kKneTkamm
WHTepnenknHa-4 u nHTeprnenkuHa-5, n3bbITo4Has aKcnpec-
CWa KOTOPOro CTUMYMNUpYeT nponudepaumio 303MHOMUNoB
(noBbiLeHWe TUTPa 303MHOGNIOB B Nepudepryeckom Kpo-
BW CBA3bIBAIOT C YXyALLEHWEM NporHo3a TevyeHns 3abone-
BaHwuA) [9, 10]. MNepBble ynomMmmnHaHus B nutepaType o npu-
MeHeHun kombuHauuu NMYBA-Tepanum ¢ UH®-a B neveHun
601bHbIX T-KNETOYHbIMU NMPOMaMN KOXU OTHOCUTCS
kK 1990 r. [11, 12]. T. Kuzel u coasT. (1990) ony6nukosa-
nn pesynetaTtbl codeTaHHoro npumeHeHusa MNMYBA-Tepanum
C PeKoMOMHaHTHbIM VIHD-o2a y 15 60nbHbIX T-KneTou-
HbIMU NTUMAOMAMMN KOXW, U3 KOTOPbIX 9 6OMbHLIX ObINK
Ha cTaguu IB, 6 — Ha no3gHux cTaausax 3abonesaHuns; Bce
601bHble, BKIIOHYEHHbIE B UCCNEfOBaHWe, UMenu B aHaMHe-
3e HeaPHEKTUBHOCTb XOTA 6bl OAHOM NIMHUW MpeaLecTByY-
loLen Tepanuun. ABTOpbl COO6LLIAIT O OOCTUXEHUM NOMHON
pemuccumn y 12 601bHbIx (80%), asoe (13,3%) gocTnrnm vac-
TUYHOW peMUCCUN; CPemHAa NPOQOIMKUTENBHOCTL OTBEeTa
Ha Tepanuio coctaBuna 13 mecsues [12]. Cxoxue aaHHble
6binm nony4deHsbl Jr. Roenigk 1 coasT. (1990) (cm. Tabnuuy)
[11]. R. Stadler n coast. (1998) B paHOOMU3NPOBAHHOM
NPOCMEeKTUBHOM MHOrOLEHTPOBOM UCCNEAOBaHUN CPpaBHU-
Bann 3PMPEeKTUBHOCTb MPUMEHEHUss koMmouHauun MYBA-
Tepanun ¢ UH®-a. n NH®-o B codeTaHmm ¢ aumTpeTuHoM
y 6015bHbIX T-KNeToYHbIMU NMMPOMaMN KOXWN Ha cTaamsax
I-l. UccnepoBaHre NpoaeMOHCTPUPOBano NpeBocxoacTBo
npumMeHeHus kombuHauum NMYBA + NH®-o — obLwmin oT-
BeT Ha Tepanuio coctasun 80% (U3 40 60MbHbIX) B rpymn-
ne MYBA + MH®-o n 59,5% (13 42 60nbHbIX) B rpynne
NH®-a + aumtpeTnH; nonHasa pemmuccus 6bina 3aperncTpu-
poBaHa y 28 (70%) 1 16 (38,1%) 605bHbIX COOTBETCTBEHHO.
ABTOpPbI OTMEYAIOT, YTO BPEMS AOCTUXEHUSA MOSTHBIX PeMUC-
cui 6bino kopode B rpynne MYBA + UH®-a (18,6 Hegenn)
B cpaBHeHuu ¢ rpynnoni UH®-a + aumtpetuH (21,8 Hegenw)
[13]. V. Nikolaou 1 coasT. (2011) onvcanu onbIT NpUMeHe-
Hua MYBA + UH®-a y 22 605bHbIX T-KNeTo4HbIMU NUMdo-
MaMu KOXMW, Yy KOTOpbIX paHee Habnwoganacb Hesddek-
TMBHOCTb nposogumoii NMYBA-Tepanuu; 19 (86%) 60MbHbIX
6biMn ¢ gnarHo3oM M (7 60MbHbIX Ha pPaHHUX CTagusax
(IB-1IA)), 3 — ¢ cungpomom Ceszapu (CC). O6wmn oteeT
Ha Tepanuio Habnogancs y 15 (68%) 605bHbIX, N3 KOTOPbIX
y 10 (45%) 6bina 3apervcTpupoBaHa MosiHas PeEMUCCUS.
O6pallaeT Ha cebs BHUMaHWe BbISIBEHHAs 3aBUCMMOCTb
Mexnay [onen OOCTUXKEHUS MOMHbIX PeMUCCUIA U cTaauen
3aboneBaHna — 86% nauneHTOB Ha paHHUX cTagusix Oo-
CTUITIV MOJTHOM PEMUCCUN U NNLLIL 27 % Ha NO3OHUX CTaansXx,
13 KOTOPbIX HaumeHbLasa gons (14%) AOCTUXEHWS NOMHbIX
pemuccuin Habnopganack y naumeHTtos c lll ctagmnen n CC,
37% — Ha ctagum IIB [14]. M.B. Wozniak n coast. (2009)
NPOBENU CpaBHUTENbHOE KccnefoBaHne 3(eKTUBHOCTH
mexay NMYBA-Tepanueir B MOHOpPEXUME U KOMOBUHaLUuen
¢ H®-o y 60nbHbIX Ha paHHux cTaguax 'M; npogonmxu-
TenbHOCTL Tepanum cocTaensana 24 Hegenu B 06enx rpynnax
neyenus, 17 naumeHtos nonyyanu MNMYBA-tepanuio, 12 —
kombuHaumto NMYBA + NH®-o. NccnegoBaHne nokasarno
COMoCTaBUMbIA pe3ynbTaTt JOCTUXEHWUS MOSHLIX PeMUCCUn
Mexay rpynnamu nevenms — 13 60nbHbIX (76,4%) B rpyn-
ne MNMYBA-tepanum n 9 (75%) B rpynne MNMYBA + VH®-a
[15]. B 2017 r. ote4vecTtBeHHbIMU aBTOopamu O.HO. Onuco-
BOW M COaBT. ONy6/IMKOBaHbl pesynstaTbl UCCrnefoBaHus
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Tabnuua. [laHHble nccneaoBaHmin 3MeKTUBHOCTY NMPUMEHEHIS) KOMOUHUPOBAHHBIX METOAOB NEYEHMS G NPUMEHEHMEM (DOTOTEPaNI Y 60MbHBIX T-KNETO4HbIMIA MMOMAMIA KOXM
Table. Efficacy data of combined treatment with phototherapy in patients with cutaneous T-cell lymphoma

MepBblit Nu3aiin Kon-Bo o 06wmit o o
Ccbinka agTop - MeTop Ho3a UHD NauMEeHTOB 'M, % oTBET, % NMP,% 4P, %
) 18-90 x 10° ME/Hep.
1 Roenigk Mpocn. MYBA + NHD-a.2a (3p. 8 Hen. 8/M) 15 100 93 80 13
27 x 108 ME/Hep.
13 Stadler Mpocn. MYBA + NH®-q, (3p. B Hea. n/K) 40 >90 80 70 10
) 6-15 x 106 ME/Hea.
14 Nicolaou Petpocn. MYBA + NH®-a2b (3 p. B Hea. n/K) 22 86 68 45 23
) 27 x 10° ME/Hep.
15 Wozniak Mpocn. MYBA + NH®-o (3p. B Hem) 12 100 75 75 0
) 6-18 x 106 ME/Hea.
40 Rupoli Mpocn. MYBA + NH®-a2b (3p. 8 Hea. n/K) 89 100 98 84 14
Chiarion- 9-36 x 10° ME/Hep.
41 Sileni Mpocn. MYBA + NH®-a2a (3p. B Hea. n/K) 63 97 81 75 6
42 Stalder - MYBA + NH®-a2a 9-27 x 105 ME/Hea. 16 81 81 63 18
43 Husken Petpocn. MYBA + NH®-o 27 x 108 ME/Hep. 8 100 51 38 13
27 x 10 ME/Heg.
44 Mostow - NMYBA + NH®-a2a (3. B Hea, n/K) 5 100 100 100 0
45 Singh Petpocn. [TYBA + 6ekcapoTeH 75-300 mr/m? 8 100 75 63 12
30 Whittaker Mpocn. [TYBA + 6eKcapoTeH - 48 100 77 31 46
46 Papadavid Petpocn. [TYBA + 6ekcapoTeH 150-300 mr/m? B AeHb 14 100 67 44 22
97 Thomsen Mpocn. MYBA + 30TpeTUHOUH/ I/I:‘0,5—1,5 MI/KT B [IeHb 99 100 100 73 97
3TpeTuHar 9: 0,3-1 Mr/Kr B A€Hb
28 Serri - [YBA + aTpeTuHaTt 1-1,5 Mr/Kr B fieHb 48 83 79 - -
47 Delfino - [TYBA + 6eKcapoTeH 150-300 mr B aeHb 22 100 86 47 39
Ab66peBnatypbl: NPOCN. — MNPOCMEKTUBHOE MCCIefOBaHMe; PeTpoCcn. — PEeTPOCMNEKTUBHOE MCCrefoBaHue; n/K — MOLKOXHO;

B/M — BHYTpMMbILWeYHO; NP — nonHasa pemuccens; YP — vactmyHasa pemuccus.

Abbreviations: Prosp. — prospective study; Retro. — retrospective study; s.k. — subcutaneous; i.m. — intramuscularly; CR — complete

remission; PR — partial remission

apdpekTMBHOCTU NpuMeHeHus MNMYBA + NH®-o y 16 601b-
Hbix M Ha cTtagmax 3a6onesaHus IB-IVB. B peaynsrate
nposegeHHoW Tepanun y 12 (75%) 60sbHbIX Ha cTagusx IB—
IIIA oTMevanocb CHMXeHWe nokasaTens KIMHUYECKOro UH-
nekca mSWAT Ha 90-100%, 4T0 6bIN10 pacLieHeHo Kak [o-
CTUXKEHWE MONHOM KIIMHUYECKON pemMmuccumn 3abornesaHus;
y 3 (19%) 6onbHbIX (IIIB-IVA cTagum) BOCTUrHYTa YacTuy-
Has pemuccus (3HadeHue nHgekca mSWAT cokpaTtumnoch
oT 50 0o 75%); y 1 (6%) 6onbHoro 'M Ha ctagum IVB Te-
panua okazanacb HeapekTMBHA. YunTbiBas NonyYeHHble
pesyneTaThl, aBTOpbl NPULLINK K BbIBOAY, YTO MNMYBA-Tepa-
nuio B coveTaHmm ¢ MH®-a MOXHO € yCnexoMm MpUMEHSATb
y 60nbHbIX M He3aBMCUMO OT cTagun 3abonesaHus, ofHa-
KO 60nee BblpaXeHHbIN NOIOXUTENbHbIA 3A(EKT oTMeYa-
eTca y 60nbHbIX M Ha ctagusx IB—IIB [16].

MpumeHeHne UH®-a. B KOMOUHUMPOBAHHBLIX CXemMax
NN MOHOTEpanumn 4acTo COMPSXEHO C pa3BUTMEM MO6OY-
HbIX 3(PEKTOB, KOTOpPbIE B psiAe ClydYaeB HOCAT [0303a-
BMCVMbIN XapakTep 1 UMetoT o6paTuMbIin XapakTep rnocne
oTMeHbl npenaparta [17]. OcTpble COCTOAHUS B BUAE JIUXO-
pafky, 03Ho6a, apTpanrum U Muanrum obbIYHO UcyesaroT
B TeYeHWe nepBon Hegenu nocne Hadana neveHns MHO-o

T. 98, Ne6, 2022

[17]. B nabopaTopHbIX nokasartensx 4valie Bcero Habso-
JaloTCs yBenMYeHe nevYeHo4HbIX TpaHcamuHas (73% na-
umneHtoB) [12] n muenocynpeccus. Cpegn KOHCTUTYLMO-
HanbHbIX WU3MEHEeHWA crnepyeT OTMETUTL MOTEpl Beca,
YTOMIIAEMOCTb, U3MEHEHUS KOTHUTMBHBLIX (PYHKLMA N Ha-
CTpOeHus, 4YacTo npusogswme K genpeccun. Y 20% na-
LMEHTOB pasBMBaEeTCs MMnoTMpeos, HepeaKo pa3BnBaeTcs
TenoreHosas anoneuus [17, 18-20].

Coyvetanne [1YBA-Tepanuu ¢ petnHongamu (6eKcapoTeH,
U3OTPETUHOUH, AUNTPETUH, STPETUHAT)

MepBble ynomMnHaHWs B NTepaTtype 06 UCMosb30BaHUN
PETUHOMZOB B fIe4eHUN T-KNEeTOYHbIX IMMAOM KOXM OTHO-
carca k 1983 r. [21, 22]. PeTuHOMAbI — KNacc XMMUYECKUX
coeVHeHWIA, NPOM3BOAHBIX BUTaMMHa A, ero MeTabonmMToB
N CUHTETUYECKMX aHanoros. bronormnyeckue adhdeKTbl pe-
TMHOWOOB OnocpefoBaHbl ABYMS pPa3fMyHbIMM CEMENCTBa-
MW BHYTPUKIETOYHBIX PELEenToOpoB: peLenTopbl peTuHoe-
Bon kucnoTbl (RAR) 1 petuHongHble X-peuentopbl (RXR).
B npotuBoonyxonesow TepanMm peTMHOMAbl MPUMEHSIOTCSA
Kak MoamdukaTopbl 61MONOrMyeckoro oTeeTa, He obnana-
IoLLME B OT/IMYME OT XMMMOTEPannm MMMYHOCYNPECCUBHBIM

BecTHuk gepmaTonoruu n BeHeponorun. 2022;98(6):55-64 M
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adpdpekToM [23]. OgHMM 13 achbdekTOB peTMHOMAOB cemMein-
ctBa (RAR) npu T-kneTouHbIX numMdomMax KOXu fBnseTcs
ycuneHue npoussofcTtBa UMHTepdepoHa-ramma  (IFN-y)
Yyepe3 uHTepnenkuH-12 (IL-12), akcnpeccus KOTopbIX CHU-
Xaetca npu nporpeccuposaHuM M 3a cyeT akTusaumm
uMTOKMHOB T-Xennepamu 2-ro tuna (Th2) [24, 25]. Petu-
Houp (RXR) 6ekcapoTeH (He 3apernctpuMpoBaH Ha Teppu-
Topum Poccuiickon defepalmmn) cornacHo NccnefoBaHusam
in vitro cnoco6eH nHQyLuMpoBsaTtb anonTo3 T-KNeTok, a Tak-
Xe cHwxKaTb Murpauuio T-KneTok, BO3OENCTBYSA Ha MOSIEKY-
nbl agresuu [26, 27].

PeTuHounapl npuMeHsATCA ANna nedveHns T-KNeTo4HbIX
NMMMAOM KOXW KaK B MOHOPEXUMeE, Tak U B KOMOMHaLMK
c apyrummn metogamm Tepanumn [5, 28, 29]. o 1999 r. ansa ne-
YeHUs T-KNeToYHbIX TMMAOM KOXMN NPUMEHANN peTMHoUgbI
cemerictea RAR (aTpeTuHaT, M30TPETUHONH N auUTPETUH)
[28]; HaumHaa ¢ 1999 r., nocne opmobpeHus YnpasneHus
Nno caHMTapHOMY HaA30py 3a Ka4yecTBOM MULLEBLIX MPO-
oyktoB 1 mMegukamenTtoB CLUA (FDA) petuHompga (RXR)
6eKkcapoTeH, 3aperucTpupoBaHHOro Ans neyexHusa T-kne-
TOYHbIX TMMAIOM KOXM (He 3aperncTpupoBaH Ha TeppuTo-
pun Poccuiickonr degepaumu), NpUMEHEHUe PeTUHONOOB
cemerictea (RAR) 3HaumTensHo cokpartunock [5, 28, 30].
K. Thomsen u coasT. (1989), cpaBHMBasa ahHEKTUBHOCTb
NPUMEHEHUS U3OTPETUHONHA B MOHOPEXMME U B KOMBUHA-
umn ¢ NYBA-Tepanuen y 69 6onbHbIX 'M Ha paHHUX cTa-
anax, coobLmnm o6 OTCYTCTBUM CYLLIECTBEHHOW pasHULbl
B [OCTUXKEHUM MONHBIX PEMUCCUA MeXay rpyrnnamun nede-
HUA — 72 n 73% cooTBeTcTBeHHO. OgHaKko aBTOpbl MOA-
YepKMBaloT, YTO JOCTMXEHWE NOMHOW peMuccumn B rpymnrne
nsotpetuHouH + MNMYBA HacTynano 6bicTpee n Tpe6osasno
MEHbLUMX CyMMapHbIX fo3 o6ny4exus [31]. Serri F. n co-
aBsT. (1990) onucanu onbIT MPUMEHEHNS 3TPETUHATA B KOM-
6uHaumu c MNMYBA-Tepanuert y 40 60onbHbIX TM Ha cTtagmax
IB—IVA (23 (57,5%) Ha paHHWX CTagusix) n BOCbMU 60Jb-
Hbix CC. OTtpetvHar HasdHadanca B gose 1,0-1,5 mr/kr
B TeyeHne 2—-3 Hefenb C NnocreayroLmnm NpucoegnHeHnem
MYBA-Tepanuu 1 nepexoioM Ha MOAAEPXMBAIOLLYIO O03Y
aTpetuHara 0,2-0,3 Mr/Kr nocne 4OCTUXXEHUS PEMUCCUN 3a-
6onesaHus. OTBET Ha Tepanuto 6bin [OCTUrHYT y 32 (80%)
13 40 60nbHbIX TM 1y 6 (75%) 13 8 6onbHbIX CC; y ABOMNX
60nbHbIX M Ha ctaguax [IB-lIl Ha doHe neveHua Habnio-
Janocb nporpeccupoBaHve 3aboneBaHus, ABoOe 6O0SbHbIX
CC ymepnu Ha nogaepxumBatoLLien Tepanmm [32]. B 2020 r.
Ony6sIMKOBaHbl pe3ynbTaTbl PeTPOCNEKTUBHOIO uccneno-
BaHUs 3PPEKTUBHOCTU NPVIMEHEHUA aueTpuTuHa y 60nb-
Hbix 'M. V. Nikolaou v coaBT. npoaHanuavpoBanu gaHHble
128 60nbHbIX M (118 (92,2%) Ha paHHMX cTagusx |1A-IIA),
N3 KOTOPbLIX 28 60MbHLIX Nofyyany MoHoTepanuio aueTpu-
TUHOM, 100 — pasnun4Hble CXeMbl KOMOGMHUPOBAHHOIO fle-
YeHus, BKIoHasa 65 — B codeTaHum ¢ potoTepanuent. [losa
aueTputuHa Bapbmposana ot 10 go 50 Mr/geHs, B cpefHem
25 Mr exepgHeBHo. [locTuxeHue MonHbix pemuccuin (MP)
N YacTu4HbIX pemuncenii (HP) B rpynne aueTpuTuH + goTo-
Tepanusa MNpesbILIano aHanornyHble nokasarenu B rpyn-
ne MoHoTepanuu aueTputuHoM — [P 44,4-34,6%; 4P
36,5-26,9% cooTtBeTcTBEHHO [33]. lNMepopanbHbii npvem
petnHompos cemenctea (RAR) wacto conposoxgaetcs
pa3BUTNEM NOBOYHbLIX IPDEKTOB, TAKUX KaK CYXOCTb KOXN,
XENNUT, KOHBIOHKTUBUT W anoneuus, CTerneHb BbipaXXeHHo-
CTW KOTOPbIX 4acTO HOCUT [0303aBUCUMBINA XapakTep [28,
34, 35]; B nabopaTopHbIX NokasaTensax 4acto Habnogaercs
runepTpurnuuepuaemMmns, Kotopas KOppekTUpYyeTcs CHUXe-
HMem [o3bl peTnHomnaa [28]. S. Whittaker n coasT. (2012)
B PaHOOMW3MPOBAHHOM  KITMHMYECKOM  UCClefoBaHum

Il BecTHuk gepmaTonorumn n BeHeponorun. 2022;98(6):55-64
B Vestnik Dermatologii i Venerologii. 2022;98(6):55-64
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Il a3kl cpaBHUMM 3PDEKTUBHOCTL NPUMEHEHUA MOHOTE-
panuu MYBA u coveTanus NMYBA + 6ekcapoTeH y 87 60rb-
Hbix M Ha paHHux ctagusx (IB-IIA); 41 naumeHT nony4yan
MYBA-Tepanuio, 46 — kombuHauuio NMYBA + 6ekcapoTeH.
O6Lwmin oTBET Ha Tepanuio cocTaBun 77% B KOMOGUHMPO-
BaHHOW rpynne nevexusi, 71% B rpynne nedeHus MYBA,
OOCTUXXEHME MOJSHBLIX PEMUCCUI TakXe Yallie Habnoganoch
B rpynne nedveHus NMYBA + 6ekcapoteH — 31,3%, B rpyn-
ne moHoTepanuu MYBA — 22,2%; nporpeccuposaHve
3abonesaHns Ha hoHe ne4veHuss oTMedanocb y 3 (6,7%)
60nbHbIX, nonyyaswux MYBA-tepanuio, n nuwe y 1 (2,1%)
60MbHOro, MNony4YyasBLLIEro KOMOMHUPOBAHHYIO CXEMY fede-
Husa [36]. B 2022 r. ony6nvkoBaHbl pe3ynsTaTtbl paHaoMu-
3MPOBAHHOI0 KIIMHWMYECKOrO WUCCrefoBaHna MpUMeHeHUs
6eKcapoTeHa B MOHOTepanum U KombuHauum ¢ goToTepa-
nven y 46 601bHbIX T-KNEeTo4YHOM NMMAOMON KOXK B Ano-
HuK. Bce 60nbHble nonyyanu 6ekcapoteH B nose 300 mr/m?
eXefHeBHO B TeyeHue 8 Hepenb: 24 — B MOHOTeEpanuu,
22 — B KOMOMHauUuMK ¢ poToTepanuen; npumeyaTesnsHo,
4YTO B KavecTsBe hoToTepanun nccnegosarenu NpUMeHsnm
MYBA-BaHHbI, a 7 (31,8%) 60MbHbIM 6bINT HA3HAYEH METOS
YO®B-311 HM. HacToTa goctuxeHus obLuero oteeta B obe-
nx rpynnax 6eina cornoctasmma — 83,3% B rpynne MoHoTe-
panun 6ekcapoTeHoM u 81,0% npu codeTaHnu ¢ hpoToTepa-
nunem; oaHaKo 661110 OTMEYEHO, YTO MOSHbIE PEMUCCUN ObINK
3aperncTpmpoBaHbl TOSILKO B rpynne KOMOUHUPOBAHHOIO
ne4exuns. CnegyeT OTMETUTb, YTO MPW OUeHKe 3 deKTmB-
HOCTW Tepanuu Ha 8- Hefene uccrneposaTeny [OMONHU-
TefIbHO NPUMEHSANN LUKany oueHkn Tsxectn PGA; cornacHo
JaHHbIM oueHkn PGA Bpayamu-uccrnegosaTensmu, [ons
oTBeTa Ha Tepanuto 6bina Bbille B rpynne KOMOUHMPOBAaH-
Hor Tepanun (90,5%) B cpaBHEHWM C MOHOTepanuen 6ekca-
poTeHoMm (77,8%) [37]. NMo6o4Hble adhchekThl HekcapoTeHa
4acTo BbIpaXatTCs B PasBUTUM TUNEPTPUrNULepuaemMun
(82%), runepxonuctepvHemmn (30%), nevikonenmmn (11%),
y 29% pasBuBaeTcs rmnoTupeos; crnegyeTt ocob6o OTMETUTL
BaXXHOCTb KOHTPONS TPUIMULEPUAOB, T.K. 6biNa BbifBNeHa
CBfA3b BbICOKMX Nokasarenemn TpUrmuuepuaoBs € YXyALIeHn-
eM oTBeTa Ha Tepanumio [38—40]. OTcyTCTBYIOT Ny6nmnkKaumm,
NOCBSALLIEHHbIE OMNbITY MPUMEHEHNA PETUHOMAOB B NIeYEHUN
"M B poccuiickon nonynauum.

Coyetanne [1YBA-Tepanuu ¢ pyrnmm MeTO4amMu J1e4eHNS

B nutepaType Mano pa6oT, MOCBALLEHHbIX NpUMeHe-
Huo MYBA-Tepanun B KOMOGWHaLuuu € ApyrumMun Metopa-
MU neYeHuss, NOMUMO peTnHonaos un npenapatos NH®-a.
S. Dogra u R. Mahajan yka3sbiBaloT Ha BO3MOXHOCTb KOM-
6uvHauuu MNMYBA-Tepanum ¢ MeTOTpPeKcaToM, OOHaKo AaH-
HbIX 06 3OPEKTUBHOCTU MeTOA aBTOPLI He NpuBoaAT [41].
B pekomeHpaumax AMeprkaHCKOro KoHcopumyma no nnm-
domam koxu (2015) ykazaHa BO3MOXHAA KOMOMHaUWs
MYBA-Tepanum ¢ METOTPEKCATOM, OQHAKO OTMEYeH BbICO-
KU PUCK Pas3BUTUS (POTOTOKCUYECKUX peakLMin U KaHLepo-
reHesa Co CCblfikor Ha pa6oTy 1983 r., NOCBSALLEHHYIO Tepa-
nun NMYBA, MeToTpekcaToM U Ux KOMOUHaLumen y 605bHbIX
ncopvasom [42, 43]. B nutepaType LLUMPOKO npeacTasreH
ONbIT MPUMEHEHUs MeToTpekcata B KOMOuHaumm ¢ o-
ToTepanuven B ne4veHun ncopuasa [44-46], B OTHOLLEHWUU
NNMAOM KOXU UMEIOTCSH NNLLb €AUHUYHbIE ONMUCAHUS K-
Hu4eckmx cnydvaes. Tak, Y.R. Woo 1 coarr. (2013) onuca-
N crny4an ycnewHoro npuMeHeHns KomouHauum MeTo-
Tpekcata, NMYBA-Tepanun 1 N30TPETUHOMHA Yy MauueHTa
¢ 'M Ha cTtaguu lIA; nauneHT B TedeHue 5 Hegenb nony4van
MeToTpekcart B gose 7,5 mr B Hegeno u NMYBA-Tepanuio
C MakcumasibHOM pa3oBoi [o3or obnydeHus 1,3 x/m?,
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0fHaKo Habnoganca HefJocTaTo4HbIN OTBET, B CBA3U C YeM
6bIN NPUCOEdMHEH K Tepanun N3oTpeTUHOUH B fose 20 Mr
eXefHeBHO, N B TeyeHue 6 Hefenb OOCTUrHyTa nosnHas
pemuccus 3aboneeanus [47]. N. Booken u coast. (2010)
npumMmeHsnu MNMYBA-Tepanuio B CO4ETaHUN C 3KCTPaKopro-
panbHbIiM dhoTodepesom n MHD-a y 12 naumeHTtos ¢ CC
C MOSIOXUTESbHLIM OTBETOM — 42% 60MbHbLIX JOCTUIMN Ya-
CTU4HOM pemuccun [48].

B 2014 r. ony6nukosaH 0630p, MNOCBSALLEHHbIN MpUMe-
HEHNI0 KOMOUHMPOBaHHOM Tepanuu y 601bHbIX 'M; aBTopsI
npoaHanuauposanu o6ubnuorpaduyeckme 6asbl [aHHbIX
Embase, Cochrane n Medline ¢ uensto otobpatb opuru-
HarnbHble uccrefoBaHus, Onyo6rIMKoBaHHble [0 Aekabps
2013 r., koTopble 6bl cogepXxanu nHhopmMaLmio o MeToae
Tepanuu u gaHHble 06 ero 3PeKTMBHOCTM (06LLMIA OTBET,
MOJSiHbIE PEMUCCUM, YacTU4Hble pemuccun). [na aHanuaa
6bInMn oTO6pPaHbl 28 mnccnefoBaHnin AMGEKTUBHOCTN NPU-
MEHEHNs1 PasfiNyHbIX CXeM KOMOWHMPOBAHHOIO JeYeHus
60MbHbLIX T-KNEeTOYHLIMU NTMMAOMaMN KOXW, B TOM 4uC-
ne 15 (53,5%) ¢ npumeHeHunem cotoTtepanum [11, 13—15,
31, 32, 36, 49-56]. HactoTa obLiero oTBeTa npu Komowu-
Hauum MYBA + H®-o Haxogunack B npegenax 50—-100%
(cpepHnii nokasatenb 79 + 16%) n 6bina conocTtaBnma
C [aHHbIMW, MOJNYYEeHHbIMU MpU aHanuse aPPeKTUBHO-
cTn coyetanus MYBA + petuHougpl (cM. Tabnuuy). Mony-
YeHHble pesynbTaTbl, NPYBEY aBTOPOB K 3aKIOYeHUIo,
4YTO KOMOGWHMPOBAHHbLIE METO[bI NIEYEHUSI C NPUMEHEHUEM
MYBA-Tepanuun He ysBenuuusaloT rnokasartenb o6Lero oT-
BeTa B cpaBHeHUU ¢ MoHoTepanuen NMYBA, B cBf3n € YeMm
HeLenecoo6pasHo HasHavyeHWe KOMOMHWPOBAHHbLIX CXeM
60nbHbIM 'M Ha paHHWX cTaguax B KadecTse MepBon Nu-
HuM Tepanun. OgHako aBTOpPbl OTMEYatoT, YTO KOMOUHaUMs
MYBA-tepanuu ¢ UH®-o nnn petnHongamm MOXeT cyliie-
CTBEHHO YNyyLINTb OTBET Yy 60nbHbIX ¢ M Ha cTagmsax IB—
IIB, y KoTOpbIX HabnwopgaeTcs HepocTaTtovHas adpdeKkTms-
HOCTb MpumeHeHns moHoTepanuu MYBA [57].

|W8T0ﬂblKOMﬁMHMpOBaHHOﬁTepanMM C NPpUMEHEHUEM

Y®B-311 Hm

Ony6nukoBaHO OrpaHuM4eHHoe 4ucno paboT, Mocss-
LLEHHbIX KOMOWHMPOBAHHBLIM CXeMaM fleYeHUs1 GOMbHbIX
M c npymeHeHnem YOB-311 HM. B paHee ynomsHyToM
uccrnepgosaHmm A. Morita u coaBTt. (2022) coo6Lianocb
0 npumeHeHnn YOB-311 HM B coveTaHumn ¢ 6ekcapoTeHOM
y 7 60onbHbIX 'M, oaHakKo aBTOpbl HE YTOYHSAIOT faHHbIe ad)-
(hEeKTMBHOCTM JaHHOM CXeMbl, NPUBOAA nokasarenu, pac-
CcYMTaHHbIe AN o6LLEen rpynnbl KOMOUHMPOBAHHONW Tepanun
6ekcapoTteHoM ¢ potoTepanmen [37]. C. D’Acunto n coasrT.
(2010) ony6nmkoBanu KIMHUYECKWUA CrlyHal YCMneLHOro
neyexus 83-netHer nauneHTkn ¢ 'M Ha ctagum IB, y KoTo-
pov paHee HeofHOKpaTHO npumeHsncs metopf NYBA-Tepa-
nuu ¢ nocnegyowmMMm 2 snusofamm 6asanbHOKIIETOYHON
KapuMHOMbI B aHamMHe3e. Y4nTbiBas KIMHUKO-aHaMHeCTH-
Yeckue AaHHble, NauMeHTKe HasHadYeHa Tepanus 6ekcapo-
TeHoM B fo3e 75 mr/geHb n YOB-311 HM ¢ pa3oBoli fo3om
He Bbiwe 1,6 [x/cm?; 3a 8 Hepenb Tepanun 6bina 4OCTUT-
HyTa YacTuyHasa pemuccus. ABTOpbl OTMEYaloT, YTO AaH-
Has KoM6uHauua Mo3BONAET AOCTUYbL XOpOLUEero oTBeTa
Ha Tepanuio y 60MbHbIX PaHHUMKU CTagusMMU, UCMOSb3YA
peTuHouabl B MeHbLLIEeN [03e, YeM Mpu MoHoTepanuu 6ek-
capoTeHoMm (300 Mr/AeHb), HTO CHUXKaET PUCK PasBUTUSA He-
XenaTernbHbIX SBNIEHUA Ha POoHe NpUMEHeHNs PeTUHOMA0B
[58]. L. Michele u coaBT. (2007) Takxe coobLiatoT 06 -
heKTUBHOCTM KOMOMHaumm 6ekcapoteHa n YOB-311 HM
y naumeHTa ¢ 'M Ha cTagum IB ¢ pacrnpocTpaHeHHbIMY NAT-
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HUCTBIMU, WHPUNETPATUBHO-6MALLEYHBIMA BbIChINAHUAMM
M C conyTcTByOLENn OgTanbMONMOrM4yeckon naTosnoruen,
orpaHuumnBaroLern HasHadeHue [MYBA-tepanuu. MNauyuneHT
npoxoaun Kypc Y®B-311 HM ¢ pexxumom 3 pasa B Hefeno
B COYETaHUU C eXXeHEBHBIM NPUMEHEHNEM Ma3un Tpruamum-
HonoH 0,1% 2 pa3sa B fieHb C BblpaXXeHHOW NONOXUTENbHON
OVHaMUKOW B BMAE MOYTU MOSIHOTO perpecca BbIChINaHWui;
OfJHaKo MO MUCTeYeHNn Mecsua Ha (poHe npofomxKaroLero-
ca kKypca YOB-311 Havyanocb nporpeccvpoBaHne KOXHO-
ro naTosiornm4eckoro rpowecca, B CBA3N C YEM K Tepanuu
Y®B-311 HM 6bIn1 NnpycoeguHeH 6ekcapoTeH B fo3e 75 mr/
OeHb C MocnegyrolwmM yeenuyeHneMm fo3bl go 150 mr/
OeHb. Ha coHe koMOGUHMPOBAHHOW Tepanun oTMe4vanochb
BbIpa>KeHHOEe Yry4LleHne, OfHaKo B CBA3W C YCYyrybrneHu-
eM UVMeloLLenca cepaedyHon HefoCTaTO4YHOCTU NauueHT
6b11 rOCNUTaNN3NPoBaH B NMPounbHoe oTaeneHne U Kypc
Y®B-311 HM 6bIn NpepBaH (exedHEeBHbIN Npuem 6ekcapo-
TeHa B po3e 150 mr 6bIn1 coxpaHeH). Ha ¢oHe moHoTepa-
NN 6eKcapoTEHOM OTMEeYanoch yXyALleHne KIMHNYEeCKON
KapTVHbI, KOTOPOE perpeccuMpoBano nocrie Bo3spalleHus
npouenyp Y®B-311 HM, 4yTO cBUAeTensCcTByeT 06 sdhdek-
TUBHOCTM CUHepruv OByX MEeTOOOoB Tepanuu y [OaHHOro
naumeHta [59]. B fAnoHumn T. Shimauchi n coast. (2007)
npoBefeHo wuccnefoBaHe BIUAHUA KOMOWHUMPOBAHHOW
Tepanun YOB-311-312 HM ¢ uHTepdepoHoMm-y (UNDH-y)
1 MoHoTepanum Y®B-311-312 HM Ha ypoBeHb XeMOKWHOB
Th1 n Th2 B cbiBopoTKe 60sbHLIX M. YDB-311-312 HM
n NOH-y nonyyanu 12 6onbHbix (ctagum IB, 1IB, 1ll); 3 (cTa-
avm IB, IVA) — moHoTepanuio YOB-311-312. NDH-y 601b-
Hble nosyyanu exxefHeBHO B fo3e 2—8 x 10°® ME npogonmxu-
TenbHOCThIO OT 1 00 4 Hepenb; Tepanusa YOB-311-312 Hm
nposogunack 3 pasa B Hefileflo ¢ HavanbHoW fo3on 50%
OT VMHAMBUAYaIbHOW MUHUMAaIIbHOW 3pUTEMAaTO3HOW [03bl
¢ nocnegyoLwnm nosbiweHnemM 10-20% Ha kaxaon npoLe-
aype. JocTuxeHne MOonHbIX peMUccui 6bIno 3aperucTpu-
poBaHO TOSILKO B rpynmne KOMOWHWPOBaHHOW Tepanun —
4 (33,3%) 60nbHbIX (2 13 kotopbix 6binn ¢ Il cTaguen
3abonesaHus); YacTnyHble pemmccun — 6 (50%) Ha KoMm-
6UHMPOBAHHOM fleyveHun, 2 (66,6%) — Ha MoHOTepanuu;
OTCYTCTBME OTBETA Habnoganocb y 1 605bHOro B KaXxaomn
rpynne. ABTopbl 06Hapyxunu, 4yto Tepanus N®H-y B kom-
6vHaLUun unu B MOHopexume [60] cnocobHa BAUSATL Ha Mo-
BbILLEHME KOHLEHTpauum xemMoknHos Th1 n npakTnyecku
He OKa3sblBaeT BNUsAHUA Ha 3BeHO Th2 [61]. M. Fuijii n coasT.
(2010) onucanu naumeHTa B Bo3pacTe 81 roga ¢ nepsud-
HOM KOXHOW yd T-KNeTo4yHOn NMMAIOMONM C BOBIIEYEHUEM
AnYKa, KOTopoMy nposogunack Tepanus YOB-311 HM B co-
yeTaHum ¢ MeToTpekcaTom B fose 17,5 Mr 1 pas B Hefieno
C BbIP@XEHHbIM MOMOXUTENbHLIM 3deKToM; peumansa
He Habnoganock B TeveHue 6 MecsaueB rnocrne nNpoBefeH-
Hol Tepanuu [62]. CoobLLEeHNI O MPUMEHEHUN Y GOMNbHBIX
"M co4veTtanun YOB-311 HM ¢ nHTEPdEPOHOM-0L UITN METO-
TpekcaToM B POCCUNCKUX U 3apy6exHbIx 6ubnuorpaduye-
CKunx 6a3ax faHHbIX He HanaeHo.

06cyxpeHue

JlutepaTypHble AaHHble NO 3PPEKTUBHOCTU KOM-
6UHUpPOBaHHbIX cxeM Tepanuu M ¢ ucnonb3oBaHneM
MYBA-Tepanun BecbMa HeOAHO3Ha4yHbl. [10 AaHHbIM
psga uccnefoBaHui, nokasaTtesnb 06Lero oTBeTa Mex-
4y rpynnamv KOMOMHUPOBAHHOIMO fle4eHUa U MOHoTepa-
nuu NMYBA 6bIn1 conocTtaBuM, 4YTO AEMOHCTPUPYET OTCYT-
CTBUE NpenmMyLLecTBa KOMOUHUPOBAHHbLIX CXEM NeYeHns
Haga [MYBA-tepanuen [57]. Bmecte ¢ Tem D. Humme
1 coarT. (2014) ykasbiBalOT Ha HEBO3MOXHOCTb CTpaTu-
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dukKaumMm naumMeHToB B 3aBUCMMOCTM OT Hanu4us npep-
wecTsytowen NMNYBA-Tepanun nnn gpyron Tepanum u ee
3(PPEKTUBHOCTH, YTO MOBIIUANO HA NOSyYEHHbIE Pesyrib-
Tatbl [57]. JInwbe B ABYX NpuBEAEeHHbIX B Hawem o63ope
nccrnefoBaHUAX KpUTEepMeM BKIIOYEHUS MauueHToB fiB-
nanacb HeaMMEKTUBHOCTL paHee NPUMEHsIeMbIX MeTo-
OOB doToTepanun u/vnu CUCTEMHbIX MpenapaTtos; Mpo-
OEeMOHCTpMpoBaHa 3Ha4uMas [ons OOCTUMXKEHMUS MOJSHbIX
pemMuccuii nNpu rnpoBefeHnn KOMOGMHUPOBAHHON Tepanun
MYBA + VH®-a, ogHako aBTopbl o6pallaT BHUMaHUe
Ha 3aBMCUMOCTb OOCTUMXEHUA MOSTHbIX PEMUCCUIA OT cTa-
Onn 3a6oneBaHus (JONsA CyLLeCTBEHHO cHuxaetcsa Ha lll
n IV ctagmax) [12, 14].

MpeumyLecTsamu npumeHexuns NMYBA-Tepanumn B KOM-
6MHauUMM C CUCTEMHbLIMW MnpenapaTamn ABNsAOTCA 6onee
6bICTPOE  [OOCTUXEHUE  KIIMHUYECKON 3(PAEKTUBHOCTU
W, KaK CrnefAcTBue, CHUXEHME HeobXoAMMOM CyMMapHoMm
[03bl 06NyYeHns, a TakxKe HasHa4YeHne 6ornee HN3KUX [03
peTuHoMaoB B cpaBHeHWUM ¢ MoHoTepanuen [13, 31]. Bo-
npoc 3PHEKTUBHOCTU KOMOMHUPOBAHHLIX CXEM JleYeHUs
M ¢ npumeHeHvem Y®B-311 HM ocTaeTcsi HegocTaTo4-
HO MN3Y4YeHHbIM, HECMOTPS Ha M3BECTHbIE MpenMyLLiecTBa:
HU3KWNIA KaHLIepPOreHHbIN pUCK No cpasHeHuto ¢ NMYBA-Tepa-
nuen, HeT Heo6XoANMMOCTU B npuemMe (poToceHcMbunmaa-
TOPOB, BbI3bIBAIOLLMX NMOBGOYHbIE ABNEHUS, 3a4acTylo Mnpu-
BOASLLUMX K OTMEHE JleYeHUsi, BOSMOXHOCTb NMPYMEHEHUs
y 60nbHbLIX C oddTanbMONorMyeckon natonoruen [65—67]
N foKa3aHHy adhpeKTUBHOCTL B Tepanuu psga aepmaro-
30B, B YaCTHOCTU rncopunasa, MMetoLLero o6LLmMe MMMYHONo-
rmyeckme mMexaHuambl passutusa ¢ 'M [68—70].

Tak, R. Mahajan u coaBt. (2010) npogemMoHcTpu-
poBanu 6ornee BbICOKYIO 3PEKTUBHOCTL KOMOGUHALUN
YO®B-311 ¢ MeToTpekcaToM MO CpaBHEHUIO C MOHOTepa-
nuen (DocTmxeHue nokasartens adpdekTmusHocTn PASI 75
cocTtaBuno 95 n 70% cooTtBeTcTBeHHO) [71]. NpoBeneHne
paHOOMU3NPOBAHHBIX KIMHUYECKUX UCCNefoBaHUM, YHU-
PULMPOBAHHBIX MO CXEMaM Has3HadyeHus Tepanumn u Kpu-
TEpUsIM BKITIOYEHUA, 3aTPyQHEHO B CBA3W OPaHHOCTLIO
3aboneBaHusa U, Kak CrneacTeue, ManbiMuM BblGOpKamu
W HEOOHOPOOHOCThLIO AM3anHa nccnegoBaHuin, YTo NPUBO-
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OUT K OTCYTCTBUIO floKa3aTeNlbCTB BbICOKOW JOCTOBEPHO-
CTWN 3PEKTUBHOCTUN MPUMEHEHNSA TEX UMU UHBIX CXEM Ne-
YyeHus 'M, B TOM ymncre ¢ npuMeHeHnemM gotoTepanuu [57,
63, 64]. W. Soonthornchai u coasT. (2021) ony6nunkosanu
pesynstaTbl UccneposaHus BAVAHWS Tepanun YOB-311
HM 1 MeToTpekcarta Ha akcnpeccuto miR-155, miR-135b
1 miR-125b B KoXe 60MnbHbIX NCOPNA30OM U BbIABUIU CTaTU-
CTUYECKN 3Ha4YMMoe CHUXeHue yposHsA mMiR-155 Ha doHe
Tepanun MeToTpekcatoM (p < 0,01) n YOB-311 Hm
(p < 0,05) [72]. Mpepnonaraetcs, 4TO0 MUKpo-PHK-155
(miR-155) o6nagaeT NPOOHKOreHHbIMW CBOWCTBAMMW,
CTUMYNUPYIOLLMMKU NpoLlecc nponudepaunn B KreTkax,
N CRYXUT «MOCTOM» MeXAy [06poKa4yeCTBEHHbIMU BOC-
nanuTenbHbLIMU U OHKO-NponMdepaTUBHLIMK MpoLecca-
MU. YuntbiBas Bosne4veHne miR-155 B MexaHn3mbl ony-
XONeBOro pasBuUTUSA U 3HaAYUTENbHOE YBENUYeHue ero
aKcnpeccumn no mepe nporpeccuposanusa MM [73], MoxXHO
NPeanonoXuTe MoTeHUManbHyo a(eKTUBHOCTL NpuUMe-
HeHua KoMbuHaumn metoTpekcata ¢ YOB-311 HMm B neve-
HUK 60nbHbIX 'M, 4TO HyXAaeTca B MpoBeAeHNN [ONOSHU-
TenbHbIX UCCNnefoBaHuN.

3aknioyenue

YuntbiBas XpPOHMYECKUA MPOrPEQMEHTHbIN XapakTep
TeveHuss M, Heo6x0OMMOCTb CnefoBaHWA TakKTUKe Be-
OeHus 60NbHbIX, HanpaBfeHHOM Ha MakCUManbHO Anu-
TeflbHOe COXpaHeHWe COOGCTBEHHOrO0 WMMMYHHOrO OTBETa,
He npuberas K XxMMmoTepanvm, BaXHbIM HarnpasieHneM mc-
cnepoBaHuii ABMSETCA NOMCK HOBbIX METOZOB W/MN NOAXO-
OB K NIEYEHUI0, KOTOPblE NO3BONNAM Obl pacLUMpUTL Tepa-
neBTMYECKNE BO3MOXHOCTU B NTIEYEHUN [AaHHOM NaTonormu.
MpvHuMaa BO BHMMaHWE HEQOCTYMHOCTb psada nekap-
CTBEHHbIX cpefacTs B Poccuiickon defepaumu, ¢ ycnexom
NPUMEHSIEMbIX B MEXAYHAapOAHOW KITMHWYECKOW NpakTuke
(petnHong (RXR) 6ekcapoTeH Ons CUCTEMHOMO U MECTHO-
ro NPMMEHEHUs, MEeXJIOPATaMUH N KapMyCTUH), OCOBEHHO
akTyaneH BOMpPOC AasnbHenero udy4eHus 3MeKTUBHO-
CTN pasnnyHbIX METOA40B Tepanuu ¢ MPUMEHEHNEM ynbTpa-
hMONETOBOr0 U3MY4YEHNS B COYETAHUM C METOTPEKCaToOM
N N30TPETUHONHOM.
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POAb 6€AKOB, Y9aCTBYIOIINX B CMHTC3C CTCPOI/I,A,HI)IX r OpMOHOB,
B pELBBI/ITI/II/I AKHC
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" KpacHOApCKIAi rocyaapCcTBEHHbIA MEAULVHCKIA YHUBEPCUTET UM. Npod. B.®. BoitHo-AceHeKoro

660022, Poccus, r. KpacHosipck, yi. Maptu3ana XenesHsika, f. 1

2 Hay4HO-MCCNEea0BaTENbCKIA MHCTUTYT MeANLMHCKUX npobnem Cesepa — 060co6nenHoe noapasaenerne OUL KHL CO PAH
660022, Poccus, r. KpacHosipek, yn. MapTusaHa XKenesHska, 4. 31

O60ocHOBaHMe. AKHE OTHOCUTCS K aHOPOreH3aBMCHMMbIM 3a60neBaHMAM, MPU KOTOPbIX aHAPOreHb! BbI3bl-
BaloT rmnepTpodunio canbHbIX Xenes ¢ nocnenyowmnM yeenniyeHnem BolpaboTKM KOXHOIo cana.

Llenb. OnpeneneHne ypoBHS aKcrpeccun 6enkoB, y4acTBYOLLMX B MeTabonnuame cTeponaos, B HopMasb-
HOW KOXe U KOXe NauneHTOB C akHe.

Martepuan v metogbl. IMMYHOrMCTOXMMNYECKUI aHann3 b1 NpoBedeH A1s MMMyHOBU3yanuaaumm 6enka-
TpaHcnokaTopa, CTEPOMAOreHHOro OCTPOro perynaTopHoro 6enka, umroxpoma P45011A1, 3B-rugpo-
KcucTepoupaermaporeHasbl B KoXe NaluMeHTOB C akHe Y B HOPMaJibHOWM KOXe C nocnegyowmm onpegene-
HMeM MMMYHOMCTOXMMMUHYECKOro MHAEKCa AN BbINOMHEHUA NOMyKONNMYeCTBEHHOro aHannaa sKcnpeccuu
BblLLeyKa3aHHbIX 6Ee/IKOB B KOXeE.

PesynbTaThl. Y NauneHTOB C akHe onpefensanach B KOXe NoBblleHHas akcnpeccus 6enka TSPO, yya-
CTBYIOLLIEro B IMMUTUPYIOLLIEM 3Tare cTtepongoreHe3a — TpaHCNopTe XonecTepmHa Yepe3 MUTOXOHAPU-
anbHy MeMbpaHy.

3akntoyeHue. BbiiBNeHHbIE U3MEHEHUSA IKCMpeccumn 6enka-TpaHcnokarTopa, Hasim4mne B KOXe LUTOoXpo-
Ma P45011A1, 3B-rmgpokcucTeponanermaporeHasbl, CTeponaoreHHOro 0CTPOro perynaTopHoro 6enka

B KOXe MOryT yKasblBaTb He TOMbKO Ha BO3MOXHOCTb MeTabonmama cTeponaos, NpoayumnpyemMbix «Knac-
Ccu4yeckMMK» opraHamm ctepougoreHesa, Ho 1 Ha MOBbILLEHHYIO NTIOKarnbHY0 NMPOoAyKLMIO CTepPONOOB Y na-
LMEHTOB C akHe. 3TOT (haKT MOXET 06BACHATL Kak rMnepniasnio canbHbIX XXenes, Tak U nogaepXxaHue
BOCMaseHns B KOXe.

KntoyeBble croBa: akHe; CYP11A1; 3p-rugpokcuctepouaaeruaporeHasa; crepovaoreHes; TSPO; StAR

KOHMNMKT MHTEPECOB: aBTOPbLI JAHHON CTaThW NOATBEPAUNN OTCYTCTBUE KOH(NMKTA MHTEPECOB, O KOTOPOM
Heob6XxoaMMo COOBLLMNTD.

NCTOYHMK hHAHCUPOBAHUSA: pykonuchk NOArOTOBEHA U ONy6NMKOBaHa 3a CHeT (PMHAHCUPOBaHUS MO MecTy
paboTbl aBTOPOB.

BnarogapHOCTU: aBTopbI BbipaxaroT npuaHaTesibHocTb A.H. Barpeu, M.B. AKCEHEHKO 3a TEXHUYECKYHO MOMOLLIb
B NpoBefeHn UccnegoBaHus.

Ona yntupoBaHns: Kupuuenko A.K., Bapaeukas 91.B., ®ecenosa t0.A., Kotoea K.B., Tokmakosa B.O., Pykwa T.I.
Ponb 6enKoB, y4acTBYHOLLUX B CUHTE3E CTEPOMAHBLIX FOPMOHOB, B pa3BUTUMN akHe. BeCTHUK gepmaronorum
n BeHeponorun. 2022;98(6):65—72. doi: https://doi.org/10.25208/vdv1327
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The role of proteins implicated in skin steroidogenesis in acne
vulgaris development

© Andrey K. Kirichenko', Yaroslavna V. Bardetskaya', Yuliya A. Fefelova', Kseniya V. Kotova', Victoriya 0. Tokmakova?,
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Russian Academy of Sciences
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Background. Acne vulgaris belongs to androgen-dependent diseases where androgens cause sebaceous
gland hypertrophy with a subsequent enlargement of sebum production.

Aims. Determination of the expression profile of steroidogenesis-related proteins in normal skin and skin of
patients with acne.

Material and methods. Immunohistochemical assay was carried out to characterize TSPO, StAR,
CYP11A1, and 3B-hydroxysteroid dehydrogenase expression in skin of patients with acne vulgaris and

in normal skin.

Results. Expression levels of a protein TSPO which is involved in a steroidogenesis-limited step was
increased in mature sebocytes of acne vulgaris patients. StAR, CYP11A1, and 3p-hydroxysteroid
dehydrogenase immunovisualization was found both in normal skin and in the skin of acne patients.
Conclusions. The revealed alterations in expression of steroidogenesis-related protein in acne skin may
indicate not only the conversion of steroids produced by external steroidogenesis organs but elevated
steroids local production as well. The fact may account both for sebaceous gland hyperplasia and
inflammation sustenance in skin.

Keywords: acne; CYP11A1; 3p-hydroxisteroid dehydrogenase; steroidogenesis; TSPO; StAR
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[l O6ocHoBanue

AKHe fiBnsieTca OfHUM U3 Haubonee pacnpocTpaHeH-
HbIX XPOHUYECKUX PeLMamMBUPYIOLLIMX 3a60NEBaHUN KOXM,
OCHOBHbIMW 3TUOSIOMMYECKUMU haKTopamMu 3Toro 3abo-
neBaHNst CUYUTAKOTCA XapaKTep cekpeuuun casbHbIX Xenes
n runepangporeHus [1]. JIokanbHbIA CUHTE3 CTEPOUAHbIX
rOPMOHOB OCYLLIECTBSIETCA B LIENTIOM psifie OpraHoB, OCHOB-
Hble PYHKLUN KOTOPbIX HE OTHOCATCH K SHAOKPUHHOW pery-
nauun. XopoLlo M3BECTHO, YTO KOXa BbIMOMHAET BaXXHYHO
HEMPO3HAOKPUHHYO OyHKUMIO [2]. CMHTE3 cTepomaoB Ha-
YMHAETCA C TpaHcnopTa XonecTepmHa ¢ BHELLUHEN MUTOXOH-
JpuanbHon MeM6paHbl K BHYyTPEHHEN, rae OH nogBepraeTcs
repMeHTaTUBHOMY MpPeBpaLLEHUIO B NPErHEHONOoH, npea-
LLIECTBEHHMKA BCEX CTEPONAHbIX FOPMOHOB [3]. OTO KrtoYe-
BOW 3Tan cTepongoreHesa, Katanmanpyemblii LUTOXPOMOM
P450scc (CYP450scc, CYP11A1). Okcnpeccus gaHHOMO
drepmeHTa 6binia 06HapyXeHa Y Niofen B pasnnyHbIX opra-
Hax: B NnaueHTe, noykax, NogxXenynoyHom Xenese n Koxe.
Mpucytctene CYP11A1 npegnonaraeT BO3MOXHOCTb CUH-
Te3a cTepongoB de novo B OTNn4Me OT MeTabonuama cre-
poungoB, npoayuupyemMbiX B ApYrMx opraHax, 4to Habnio-
JaeTcs BO MHOMMX Tunax Knetok [4]. NMoMmumo uyutoxpoma
CYP11A1 B HayanbHOM npoLiecce cTeponporeHe3a npuHn-
MaloT y4YacTue HECKONMbKO 6enKOoB. TpaHCMopT XofnecTepu-
Ha 4Yepe3 HapyXHYI0 U BHYTPEHHIO MUTOXOHApUAasbHbIe
MeMbpaHbl npefAcTaBnseTr co6oM NUMUTUPYIOLLMIA aTan
cTepovporeHesa. MutoxoHOpUWM ABAAIOTCA KNETOYHLIMU
opraHennamMu co CpaBHUTENbHO HEBBLICOKUM COAEpPXaHUEM
xonectepuHa. B MuToxoHApUAX cTepouanpoayumpyroLmx
KNEeTOK XOnecTepmH B3auMoOenCcTBYeT C Tak Ha3blBaeMbIM
XOJIeCTEPUH-CBA3bIBAOLLIMM floMeHOM 6enka TSPO. MmeH-
HO B 3TOM y4acTke XOnecTepuH NpoasuraeTcs K MaTpukc-
HOW CTOPOHE BHYTPEHHEN MUTOXOHApPUANbHOM MeMbpaHbl,
roe nop BosgerictenemM dpepmerta CYP11A1 npeBpalyaeT-
CSl B NPErHEHONOH — npefLweCcTBEHHNKA BCEX CTEPOUHbIX
ropMoHoB. [pegnonaraeTcs, 4TO B TpaHCMOpTe XonecTepu-
Ha 4yepe3 MUTOXOHApPUANbHYI0 MeMOpaHy Takxe y4yacTByeT
6enok StAR, nokanuayoLmnines Ha Hapy>XHOW MUTOXOHAPW-
anbHou Memb6paHe un B3aumopgenctaytoLmii ¢ TSPO [5].

PaHee Hamu nokasaHo, YTO AENCTBUTENbHO, Kak HOp-
MarbHble, TaK 1 OMyXOneBble KNETKN KOXU SKCNpeccupyroT
6€enKkn, y4acTByloLLNEe B CUHTE3E CTEPOUOHbLIX FOPMOHOB.
B onyxoneBbIx KneTkax onpefensisnics NMOHWXEHHbIR Ypo-
BeHb CYP11A1 n 6enkoB TSPO, DBI, Takxe y4acTByLLNX
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B cTepoupgoreHese [6]. OgHAKO MexaHW3Mbl U MPUHUHDI
3TOro, B paBHOM CTEMNEHM KaK W posb JIOKanbHOro CUHTe-
3a CTepouaHbIX FOPMOHOB B Pa3BUTUU 3110Ka4€CTBEHHbIX
HOBOOOPA30BaHUA KOXW, OCTalTCH Manounsy4eHHbIMU.
[anee HamMu BbINOMHEHbI UCCNEAOBaHUS B OTHOLLEHUM
onpefeneHns cogepxaHus 6enkos, y4acTBYIOLMX B CUH-
Te3e CTepouaHbIX FOPMOHOB, MpU akHe. Bbino nokasaHo,
4YTO B 3nNuaepmuce u B ceboumTax aKcnpeccupyetcsa gep-
MEeHT 21-rmgpokcunasa, KOTOpbIA MpUHUMAET y4acTue
B CMHTE3e KopTu3ona u anbgoctepoHa. CornacHo BbIMOS-
HEHHOMY HaMW uccnefoBaHuio, YPOBHU 21-rupgpokcuna-
3bl MOBLILIANMUCL B AecATb pa3 B anuaepmuce 60sbHbIX
aKHe BHe 3aBUCMMOCTU OT TSXKeCTU TedyeHus 3abonesa-
HWS MO CPaBHEHUIO C KOHTporeM [7]. PaHee Mbl nokasanu,
YTO YpOBeHb uMToxpomMa P450scc B kepaTuHoLMTax nosbl-
Lancs npu Tsxkenom hopmMe akHe [8].

AKHe BynbrapHble — 3TO 3aboneBaHue, xapakTepu-
3yloLeeca 06CTpyKUnen n BocnanntesnbHbIM NOpaxXeHu-
eM canbHbix Xenes [1]. Ero xapakTtepHble 0CO6eHHOCTHN
BK/IIOHAIOT rmMnepnnasunio canbHbIX Xerne3 C MoBbIEeH-
HOM CKOPOCTbIO MPOAYKUUM KOXHOro cana, 4pesmMep-
HYl0 KOnoHu3dauuo Propionibacterium acne v passutue
nepudonnukynapHoro Bocnanexdua [9]. dopmuposa-
HWe runepnnasum canbHbIX Xenes paccMmatpusaeTcs
Kak pesynstaTr OelCTBUSA aHOpPOreHoB C nocnepyowmm
yBenu4eHnem BbIpaboTkm koxHoro cana [10]. Ctpyk-
Typa M (OYHKLUMOHMPOBAHME CalibHbIX Xene3 HaxogaT-
Cs Mof CTPOrMM KOHTPONEM 6MOMIOrMYecKn akTUBHbIX
aHpporeHoB: germgpoanuaHgpoctepoH (OMDA), aH-
OPOCTEHAMOH M TECTOCTEPOH CTUMYNUPYIOT CeKpeuumio
koxHoro cana [11]. CnHTe3 aHOpoCTeHaVOoHa U TeCToCTe-
poHa, nporecTepoHa M3 NperHeHonoHa KartanuanpyeTcs
3B-rngpokcuctepovpgaerngporeHason (3HSD) (puc. 1).
BbigensioT gBa Tuna gaHHoOro depmeHta. AKTUMBHOCTb
3BHSD Ttuna | 6bIna o6HapyxeHa B nnaueHTe, MOMOYHbIX
xenesax, ne4veHun, rofloBHOM MO3re, KOXe U HEeKOTOpPbIX
Apyrux opraHax, Torga kak 3pHSD tuna Il npucyTcTByeT
TONbKO B HagnodedHuKax u roHagax [12]. OanbHenwee
npespaLleHne TeCTOCTepoHa, Katanuaunpyemoe 17-B-ru-
npokcuctepongnerngporeHason (17HSD), npwBoaut
K 06pa3oBaHui0 Hanbonee akKTMBHOro aHgporeHa — Au-
rmgpoTecTocTepoHa. Bo3gencTene aHgporeHoB Ha ce60-
LUUTbl IPMBOAUT K AnddepeHLMpOBKe NOCAEAHUX C fanb-
HENLLMM CUHTE30M KOXHOro cana [13].

XonecTtepuH
l CYP11A1
MperHeHonoH >  17-OH-nperHeHonoH > DHEA
l 3BHSD l 3BHSD
MporectepoH >  17-OH-nporectepoH
l CYP21 l CYP21
[le30KCHMKOPTUKOCTEPOH [esokcukopTuson
!
AnbOOCTepOoH KopTuson

Puc. 1. Cxema ctepongoreresa. DHEA — pernapoanuasgpoctepod, CYP11AT — uutoxpom P450sce, 3BHSD — 3B-rnapokencTepons Aervaporeqasa,

CYP21 — 21-rmapokcunasa

Fig. 1. Steroidogenesis scheme. DHEA — Dehydroepiandrosterone, CYP11A1 — cytochrome P450 side chain cleavage, 3BHSD — 3B-hydroxisteroid dehydrogenase,

CYP21 — 21 hydroxylase
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Tabnuua. mmyHopeakTneHocTb TSPO, StAR y NawneHTOoB G akHe 11 B KOHTPOMbHOM rpynne
Table. TSPO, StAR immunoreactivity in patients with acne vulgaris and in control group
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KonTponbHas rpynna

Ipynna naumeHToB ¢ aKHe

TSPO, kepatuHoumnTbl, T X-nHAeKc 91,3+6,2 214 + 47 8*
% NONOXNTENIbHO OKPALLEHHbIX CE60LUTOB 85,1+£10,9 95,4 +55*

StAR, kepatuHoumutsl, UTX-nHaekc 57,3+18,2 80,0+13,3
% MONOXNTENBbHO OKPALUEHHbIX Ce60UUTOB 80,2+ 11,4 67,7+9,1

* — 3Ha4MMmo (TecT MaHHa—YUTHWN) NO CPaBHEHWIO C KOHTPOILHOM rpynnoi (p < 0,05) (* — significant (Mann-Whitney U test) as compared to control group (p < 0.05).

McTo4yHMKamMm aHOpPOreHoB B callbHbIX Xenesax fiB-
NATCA UMPKYNUPYOLLNE aHApOreHbl, CUHTe3npyemble
roHagamn 1 Hagnoye4yHvkamu, Ho Ce6oUNTbl TakxXe Mo-
ryT BeipabatbiBatb cTepougsbl [14]. B uenom psage vccne-
[OBaHM NnokKasaHo HapyLleHue Cnoco6HOCTW Bbipaba-
TbiBaTb FOPMOHbI B KOXe MaLMeHTOB C akHe. TeHaeHuus
K nosbiweHnto 17BHSD un 5-anbda-penykrassl 06Hapy-
XeHa B KoXe 605bHbIX ¢ akHe [15]. lNoBbiweHne ypoB-
HSl KOMIMOHEHTOB CUCTEMbI KOPTUKONU6epuHa — 6enka,
ceasbiBaowero KPIM, peuentopos KPIT, onpegensnoch
y 60SbHbIX aKHe, OCO6EHHO B KNETKax KOXW M calnbHbIX
Xenes [16]. lNMoBbIiWweHHbIN ypoBeHb 11-B-rugpokcucTe-
pouppervgporeHasbsl | tmna (HSD11B1) (depmeHTa,
C NMOMOLLIbIO KOTOPOr0 KOPTMU30/ MpeBpaLlaeTcs B KOPTH-
30H) O6HapYy>XXeH B MOPa>K€HHOWN KOXe NauneHToB C akHe,
a MHrMbupoBaHne faHHOro hepMeHTa CHUXano cuHTe3
nnuaoB B cebounTax, BNNAA TakXe Ha MHTEHCUBHOCTb
BocnaneHus [17]. XoTa o cux Nop HeT MOMHOro npeg-
CTaBfieHUs O (YHKUMOHMPOBAHMM KOXW Kak opraHa
cTeponporeHesa npuv HOpMasbHbIX W MaTONOrMYecKnx
COCTOSIHUSIX, MHOTMe UccrnenoBaTtenm ykasbiBaloT Ha BO3-
MOXHO€ BNUSIHWE HapyLUEeHUN B 3KCMPECCUM U aKTUBHO-
CTW KOMIMOHEHTOB IOKaslbHOro cTeponaoreHesa Ha Heko-
Topble Aepmaronorunyeckue 3abonesaHusi, B YaCTHOCTU
akHe [11, 15].

B 3TOM CBA3M Lienblo AaHHOro nccnefoBaHus cTan aHa-
n13 pacrnpefeneHns 1 aKCcnpeccun 6enKoBs, y4acTBYOLNX
B CTepouporeHese, B KOXe 3[0POBbIX NUL, U MaLMEeHTOB
C aKHe.

MeToab!

25 naumeHToB C akHe (5 MyX4uH U 20 XEHLUWH;
cpenHuii Bo3pacT 23,3 + 4,9; ananas3oH ot 13 go 35 neT)
ObISIM BKJIIOYEHBI B 3TO MCCeAoBaHne nocrie noy4eHuns
NMUCbMEHHOr0 MHpopMMpoBaHHOro cornacus. Mauunen-
Tbl HE NPUHMMANN HUKAKUX MECTHbIX UM NepopanbHbIX
npenapaTtoB B Te4eHME KaKk MMHUMYM 1 Mecsaua oo Ha-
Yyana uccnegoBaHusa. MccnepoBaHue 6b110 0006peHO
3TUYECKUM KOMUTETOM KpacHOAPCKOro rocynapCTBeEH-
HOro MeAMLUUWHCKOro YHUBEPCUTETA U NPOBELEHO C CO-
6MOOEeHNEM 3TUHECKUX MPUHLMMIOB XeNbCUHKCKOW fe-
Knapauuu.

Knnunyeckas oLeHka

CreneHb TAXECTU akHe oLeHvBanach no 4-6annbHoun
wkane: 1 — TONbKO KOMeOOHbI; 2 — KOMeOOHbl U YMepeH-
Hble nanynonycTyne3Hble aneMeHTbl; 3 — MNYCTYSbl U KOMe-
[OOHbI/ Nanynbl; eQUHUYHBIE Y311bl; 4 — BbIPaXXEHHbIE Nanyrbl
N KUCTbI, KOHrno6aTHble yrpu [18]. 9 nauneHToB (36%) nve-
v akHe 3-1 cTenenn, 16 naumeHToB (64%) — 4-14 CTeneHun.

T. 98, Ne6, 2022

UMMYHOrNCTOXUMUYECKUI aHANNS

O6pasLpl KOXW NauMEHTOB C akHe U 300POBbIX oaen
N3 KOHTPOMbHOW rpynnbl (n = 38), nonyyeHHbIe N3 06nactu
rpygHOW KNeTkw, Ana pasnbHenwero UMMyHOrMCTOXUMnYe-
CKoro aHanusa cukcuposanu B 10% HelTpansHOM 3aby-
depeHHOM chopmanuHe, Nnofgsepranu germgparaumm B ce-
pun cnupToB 1 3anueanu napadpuHomM. Cpesbl TONLWMHON
3—4 MKM npefBapuTeEnbHO MHKY6UpoBanu ¢ 651okaTopom
3HOOreHHOW nepokcmpassl (Habop IHC ona onpepeneHus
HRP/AEC gnsa mMbiwn 1 kKponvka, Abcam®, BenukobpuTta-
HWA) B TedeHne 15 MUH 1 6:10KaTopoM Hecrneumndunyeckoro
CBAI3bIBAHUS 6EMKOB B TEYEHWNE 2 Y C LeNbl0 CHVXXEHUS He-
cneumduryeckoro hOHOBOro okpalumBaHus. 3aTteM cpesbl
MHKy6upoBanu B TedeHne 18 4 npu 4 °C ¢ aHTUTenamm npo-
TmB CYP11A1 (npepoctasneHbl npodeccopom W.L. Miller),
3BHSD (Abcam®, Benuko6putanus), TSPO (CiteAb, UK),
StAR (ThermoFisher, USA). lNpombiBkn npoBogunnn B 1x
doccaTHO-conesom 6ydpepe (PBS) (Buonot, Poccuiickas
®depepauys). B panbHenwem cpesbl MHKY6MpoBanu ¢ 61o-
TUHWINPOBAHHBIMU aHTUTenamm B TedeHne 1 4 (Abcam®)
n ¢ pactsopoM AEC (Abcam®). Cpesbl KOHTpacTMpoBanm
remMaToKCUIMHOM ¥ NOMELLIaNn B MOHTUPYIOLLYIO XNOKOCTb
(Bio-Optica s.p.a., Utanus).

MpenapaTbl aHaNM3npoBanu C NMOMOLLbIO MUKPOCKO-
na Olympus BX-41 npu yBenuyenun x600. KonnyecTtso
NOMOXUTENBHO UMMYHOOKPALLEHHbIX KNEeTOK onpeaensnm
Ha 100 anupepmMarnbHbIX KEpaTUHOLMTOB MK Ce60LNTOB.
B nonoxwmrenbHbix 06pasuax oKpaluMsaHme SONOfHUTE b-
HO KnaccnuumpoBanock kak CUNbHOE (+++), YMEpeHHoe
(++) wnn cnaboe (+) ¢ UICNONb30BAHNEM UMMYHOrMCTOXM-
mMuyeckoro (MIMX) nHaekca, paccyMTaHHOro Kak mpoueHT
(+++) KNeToK * 3 + (++) kKneTok ® 2 + (+) knetok * 1 [19].
OueHKa ocyllecTBnAnacb AByMs crieyuanuctamu Ha oc-
HOBE aHanuMsa Mosly4eHHbIX UMMPOBbIX WN306paKEHNN.
LincbpoBble n306paxeHnss 6biM NosnyyYeHbl C MOMOLLbIO
kamepsl Infinity (Lumenera Corporation, KaHaga) n npo-
aHanM3MpoBaHbl C UCMOMb30BaHWEM KOMMEPYECKOro Mpo-
rpammHoro ob6ecnedenuns Infinity Capture, Infinity Analyze
(V.4.6.0).

dtnqeckas akcnepTuia
WccnepgoBaHue paspelleHo JlokanbHbIM - 3TUHECKUM
komuteTom Kpacl'MVY ot 08.11.2010.

CTatucTn4ecKknii aHamm3

Cratuctnyeckmii aHanma npoBOOMSICA C MOMOLLbIO
HenapHoro t-kputepus CTblogeHTa, U-kputepusa MaHHa—
VYutHn. CpegHue 3HadveHua UIMX nnpekca 6binn npefcras-
JIEHbl CO CTaHOAPTHbIM OTK/TIOHEHVWEM. 3HAYEHUsI P HUXE
0,05 cumntanucb CTaTUCTUHECKN 3HAYUMBIMN.
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PesynbTatbl

B KoXe nauueHTOB C akHe Habnwoaanucb rmcTonoru-
YeCKune U3MEHEHUS, XapaKTepHble AN AaHHOro 3abonesa-
HUS,, — TMNepKepaTos, 06CTPYKLUUS CamnbHbIX Xenes, Hanm-
Yne BOCMaNMUTENbHOro MHdunbTpara.

Benok-TpaHcnokatop (TSPO) onpegensnca romMorex-
HO B 3NuaepmMuce, a TakXKe B CallbHbIX Xene3ax — B CO-
3peBaloLLnX CEKPETOPHbIX cebouuTax, paspyLuaroLLmXcs
cebounTax, Ho He 6asanbHbix. Onpegensnack AAepHas,
uuTonnasmarmyeckas nokanusaumsa 6enka (puc. 2). Cre-
POVAOreHHbIA OCTPbIN PerynaTopHbin 6enok (StAR) oT-
YeT/IMBO JloKanu3oBascs nepuHykneapHo. B anupepmuce
6ef10K 3KcnpeccmpoBancs B KneTkax 6a3asibHoro cros,
LUMNOBATOro U 3epHUCTOro. B canbHbIX >xenesax onpe-
jenanacb MMMyHoBM3yanu3aumsa StAR B cospesaroLumx

469

CEeKpeTopHbIX cebouuTax M paspyLlalomxcs ceboumrtax
(puc. 3). YpoeeHb TSPO 6bin MOBLILEH B anuaepmMuce,
carnbHbIX XeJle3ax NaumMeHToB C akHe, ypoBeHb StAR octa-
Basca 6e3 U3MEeHEHU y NaumeHToB C akHe No CPaBHEHWUIO
C nokasaTtensiMm KOHTPONbHOW Fpynnbl.

B cBsA3u ¢ yyactnem CYP11A1 B meTabonmame xo-
necTepuHa B NPErHeHOsNoH Aanee HaMmu B KneTkax KoxXu
onpegensanocb pacnpegenedne CYP11A1 n cepmeHTa
3BHSD [7]. B anupgepmuce knetkm CYP11A1+ Busyanu-
31poBannckb B LUTOMNIasMe KepaTtMHOLUTOB BCEX CIOEB
(puc. 4). MonoXutenbHO VMMMYHOOKPALLEHHbIE KIeTKU
TakxXe NpUCyTCTBOBANN B ANUTENMASIbHbIX KIE€TKax BONO-
caHbIX honnunkynos. KneTkn canbHbIX Xene3 NpogeMoH-
CTpUpoBanu nosioXxuTensHoe okpawmsaHme Ha CYP11A1
6onee 4eM B 80% cny4yaeB B KOHTPOSIbHOM rpynne

Puc. 2. 3kenpeccus TSPO B HopManbHom anuaepmmce, x100
Fig. 2. TSPO expression in epidermis of normal skin, x100

Puc. 3. VimmyHoBunayanu3auust StAR B cebouuTax nauneHTos ¢ akHe, x400
Fig. 3. StAR immunovisualization in sebocytes of patients with acne, x400

Puc. 4. Busyanusauus knetok uutoxpoma CYP11A1* B anuaepmuce Yenoseka
113 KOHTPOJbHOM TPYNMbI: OAHOPOAHAS KAPTUHA OKPALLMBAHNS Yepe3 Cron
annaepmmuca, x200

Fig. 4. Visualization of cytochrome CYP11A1* cells in human epidermis of control
group: homogeneous pattern of staining through epidermal layers, x200

B BecTHuK gepmaTtonorumn n BeHeponoruun. 2022;98(6):65-72
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Puc. 5. Cnaboe okpatunsaue Ha uutoxpom CYP11A1 B canbHoi xene3e 06pasua
KOXI KOHTPOJbHOM rpynnbl, x400

Fig. 5. Weak staining for cytochrome CYP11A1 in sebaceous gland of a control,
x400
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Puc. 6. CanbHas xenesa nauyenTa acne vulgaris: Hannume KNeTok LToxpoma
CYP11A1* B 3penbix cebouuTax, x400

Fig. 6. Sebaceous gland of acne vulgaris patient: presence of cytochrome
CYP11A1* cells in mature sebocytes, x400

M rpynne naunweHToB C akHe C nokanusauuen B 3pe-
nbix ceboumntax (puc. 5, 6). HanpoTtus, Hann4me 3pHSD
B KOX€ OMnpegensanocb NpeuMyLLecTBEHHO B CallbHbIX
xenesax. B HekoTopbIx crny4vasx Ha6noganock cnaéoe
oKpaluMBaHue KepaTMHOLMUTOB BO BCEX CMOAX aNnaepMu-
ca Kak B KOHTpOJie, Tak 1 B KOXe NauMeHToB € akHe. [o-
NOXMWTENbHO OKPaLUEHHbIE KIETKM B OCHOBHOM COCTOSNN
13 3penbix cynpabdasanbHbiXx ce6ounToB (puc. 7).

O6cyxpeHune

Ponb 3HOOKPWHHLIX HapyLLUeHWn B NpoAyKLuMn CcTepo-
MOHBIX FOPMOHOB B MaToreHe3e akHe XOpOLUO onucaHa.
[aHHble NnauneHTbl UMEIOT NOBbILLEHHbIE YPOBHW aHApore-
HOB B KPOBM M KOXeE: AermapoannuaHapocTepoH cynbdar,
aHOpPOCTEHOMOH, TEeCTOCTePOH W AMrMAPOTECTOCTEPOH
ObINN MOBbILLEHbI Y XEHLLMH ¢ akHe [20]. YpoBHM aHppo-

HAYYHbIE NCCNEOOBAHWSA / ORIGINAL STUDIES

CTEHAMOHa N AernapoanuaHapocTepoHa Koppenuposanm
C TAXKECTbIO akHe y MyX4umH [21]. XoTa akHe cuuTaetcs
aHgporeHsaBMCUMbIM 3a6onesaHneM, 60bLUNHCTBO UC-
cnegoBaHMin 6bI10 COCPEOTOYEHO Ha cTepouaax, Bblpa-
6aTblBaeMbIX B HagmnoyeyHukax U metabonuanpyembix
canbHbIMM Xenesamu, Torga Kak cTepoupHble ropmo-
Hbl, BbipabaTbiBaeMble KOXen [22], Takke MOryT BAuATb
Ha pa3BuUTUE akHe.

B paHHOM wuvccrnefoBaHuM onpenensancs ypoBeHb
3KCrpeccumn cTepomnaoreHes-accounmnmpoBaHHbIX 6ernkos
TSPO, StAR, a Takxe c¢epmeHToB 3BHSD, CYP11A1
B HOpMAasibHOM KOXE M KOXEe MNauueHToB C akHe. YpoB-
HU TSPO noBbiWwanuchb B anngepmMuce nalmMeHToB C akHe
No CpaBHEHUIO C KOHTPOSbHOW rpynnoi. B canbHbIX Xe-
nesax TSPO Takxe MNOBbILWEHHO 3KCNpeccupoBascs
npu akHe. Hannyne ogHOTUMNHOW Nnokanusauuu Tpex 6en-
KOB, OCYLLIECTBNALMNX €AMHbIV NPOLEeCcC TMMUTUPYIOLLIEe-
ro atana cuHTe3a CTeponaHbIX TOPMOHOB — TpaHcrnopTa
XonectepuHa 4Yepes3 MUTOXOHAPUanbLHY0 Memo6paHy ¢ no-
cnepgyrowuMm o6pas3oBaHMEM MPErHeHonoHa, ykasbisaeT
Ha BO3MOXHOCTb MOAOO6HLIX MPOLIECCOB B KOXE, a Takxe
Ha co4yeTaHHoe (YHKLUMOHMPOBAHME BbllLEYKa3aHHbIX
Tpex 6enkoB. YposeHb 3BHSD nosbiwancs B gnddeper-
LMpOBaHHbIX cebounTax B KOXe MauMeHToB C akHe [23].
OT10T haKT cornacyeTcs ¢ HabnoaaeMon B3auMOCBA3bI0
MeXAy YPOBHAMU TECTOCTEPOHA, aHAPOCTEHANOHA U Bbl-
Pa>eHHOCTM M3MEHEHWI Ha KOXe Yy 60SbHbIX akHe [24],
NOCKOJIbKY 3TO MOXET OblTb Pe3ynbTaToM MOBbILLIEHHO-
ro metrabonMama 3TUX FOPMOHOB MPefALleCTBEHHUKAMMU
3BHSD.

[MpoBeneHHoOe nccnefoBaHe NokasbIBaeT, YTO B KOXe
naumMeHToB C akHe YpOBHM BblpabaTbiBaeMbIX CTEPOVAOB
noBbILLAIOTCA MO Mepe nporpeccun 3abonesaHus. Npespa-
LLleHNe NperHeHonoHa B NPorecTepoH, a TakxXe CUHTEe3 aH-
OpOCTEHOMOHa U TecTocTepoHa Kartanmaupytores 3BHSD.
JaHHbIN hepMeHT B KOXXe onpeaensncs B OCHOBHOM B caslb-
HbIX xenesax. C gpyror cTopoHbl, akcnpeccua 3BHSD oa-
HoBpeMeHHO ¢ akcnpeccuenn CYP11A1 B ceboumTtax MOXeT
CBUAOETENbCTBOBAaTL O CMHTE3E CTEPOMIOB B KOXe de novo
ceboumTamu/kepatMHoUMTaMm W ONPeaensTb WHTEHCUB-
HOCTb NPOOYKLUMM KOXHOrO cana. OToT hakT MOXET 6bITb

Puc. 7. 3kenpeccns 3B-ruapoKcucTeponaLernaporeHassl B HopManbHoi Koxe, x100 (@) 1 B CabHbIX Xene3ax naunenta ¢ akHe, x400 (6)
Fig. 7. Expression of 3B-hydroxisteroid dehydrogenase in normal skin, x100 (a) and in sebaceous gland of patient with acne vulgaris, x400 (6)
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NoaTBepPXAeH ApYyruM HabIloAeHNEM NOBbLILLEHHOTO YPOBHSA
XOnecTepuHa B KOXe NaumeHToB C akHe [25].

HapylleHnsi cuHTe3a CTepouaHbIX FOPMOHOB MOryT
BMUATL HE TONBbKO Ha NPOAYKLMIO KOXXHOO cana, Ho 1 Ha Bbl-
paXXeHHOCTb BOCNaneHus/MoBpexXaeHns KNeToK KOXn y na-
LIMEHTOB C akHe. [aToreHbl MOryT cnoco6CTBoBaTb CUHTE3Y
KPI" ¢ nocnepyoLMM MOBbILLEHWEM YPOBHS NpoBoCnanu-
TEeNbHOro UHTepnenkuHa-1p, dakropa HeKpo3a onyxonu-o
N MOBbILLEHWEM CWHTEe3a afpeHOKOPTUKOTPOMHOro rop-
MOHa [26], 4TO MOXeT BbI3BaTb AaflbHENLLYIO aKTUBaLUUIO

471

MeCTHOro ctepomngoreHe3da B KOXe M nogaepXxmeatb Xpo-
HMU4YeCKOoe BocnaneHue.

3aknovenue

MoBbiweHne ypoeHss TSPO B Koxe 60MbHbIX akHe Ha-
psgy ¢ apyrumm pepMmeHTamu, MeTabonmanpyroLmnmMm cTe-
pongbl, — 3BHSD, CYP11A1, MOXeT CBMAETENLCTBOBATL
06 NHTEeHCUMKaLUKN CUHTE3a CTEPOULOB B KOXE NpWU AaH-
HOWM NaTonormn, a Takxe 06 UX BKage B pasBuUTnE XPOHU-
4YeCcKOoro BocnasneHust Npu akHe.
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:[_A[COPI/IZITI/I‘ICCKQJI SPI/ITPOA,CPMI/IH: CpaBHI/ITCAI)HaH XapaKTepI/ICTI/IKa
ITAaITMEHTOB 1 aCCOoITMaImia C HCOpHﬂTH‘I@CKI/IM aprI/ITOM

© borpaHosa E.B.

[0CYAapCTBEHHbIA HAYYHbIiA LIEHTP [EPMATOBEHEPONOTUIA 11 KOCMETONOrAK
107076, Poccus, r. Mocksa, yn. Koponerko, 4. 3, ¢1p. 6

O60cHoBaHuMe. [Ncopuatmyeckas apuTpoaepMusi NPeacTaBnseT coboi peakyto 1 ogHy N3 Hanbornee TAXeNbIX PopM
ncopmasa, xapakrepusytoLuytocs sosneveHmem 80—90% nnowyaam noBepXHOCTU KOXM.

Llenb nccnepoBaHusi. CpaBHUTb KNMHUKO-AEMOrPach4ecKme XxapakTepPUCTUKM NaLMEHTOB C NCOpMa3oM B 3aBUCMMOCTHU
OT HaJIM4MA NCOpMaTUHECKON IPUTPOAEPMUUN B aHAMHESE; OLIEHTb Hann4ne accoumaumm Mexxay yCTaHOBMEHHbIM auarHo-
30M NCopUaTU4EeCKoro apTpuTa 1 NncopuaTnHecKon apuTpoaepMmen B aHamHe3se.

MeTtopbl. AHanNn3 gaHHbIX NauMeHToB B Bo3pacTe 18 feT 1 cTapLue ¢ NpoaomKMTeNbHOCTLIO ncopuasa 10 net n 6onee

(n = 1870), BKNOYEHHbIX B PErMcTp naumeHTos ¢ ncopnasom POOBK.

CpaBHeHWNe HeNpepbIBHbIX KONMMYECTBEHHbIX NMEPEMEHHbLIX OCYLLEECTBIANM NOCPEACTBOM t-KpuTepusa nnm U-kputepus
MaHHa—YWUTHW, Ka4eCTBEHHbIX BUHAPHbIX NEPEMEHHbLIX — KPUTEPUS %2 UM TOYHOro KpuTepma dullepa.

[MpoBoannu pacyeT OTHOLLEHMS LLAHCOB HanM4mnsi NCopuaTMHeckoro apTpmTa y naumMeHToB ¢ 1 6e3 ncopuaTnyeckomn
3pUTPOAEPMUM B aHAMHESE, B TOM HMCIE C MONPaBKon Ha Apyrine He3aBUCKMbIE NEPEMEHHbIE.

Pe3ynbTtarthbl. [lcopnaTnyeckyto spuTpoaepmuto B aHamHese umenu 227 (12,1%) nauymentoB. OTcyTCTBOBaNM 3Ha-
YnMble pa3nuyms no Bospacty (47,1 + 13,1 roga n 47,7 + 13,3 roga), 4actoTte BcTpevaemocTtu M3 cpeam MyX4umH

M XeHLWMH (12,6 n 11,4%).

Cpeau naumeHToB ¢ 13 B aHamMHe3e 6bina Bbllle YacToTa BCTPe4aemMoCcTu apTepuanbHoi runepteHanm (47,9%

no cpaBHeHuto ¢ 32,7%), cTeHokapamm (6,4% no cpaBHeHuto ¢ 1,9%), nHdapkTa muokapga (3,2% no cpaBHEHUIO

¢ 1,0%), anckmHe3nmn xen4desbiBogaLLmx nyTeit (14,3% no cpaBHeHuto ¢ 3,9%), XXMPOBOW AereHepaLmmn neyeHmn
(12,2% no cpaBHEHWIO C 7,7%), Xen4ekaMeHHol 60ne3Hn (8,6% no cpaBHeHMIO € 3,6%) M TOKCUHYECKOrO NopaXKeHust
neyeHu (2,2% no cpaBHeHmto ¢ 0,5%).

Cpeau nauneHToB, umeBLLnX MO B aHaMHe3e, AnarHo3 ncopnaTtnyeckoro aptTputa obin yctaHoBneH 67,0%. LLaHchbl
HanMyma NcopuaTmMyeckoro apTpuTa y naumeHToB ¢ N3 B aHaMHe3e 6binv B 4 pasa Bbllle, YeM Y NaumeHToB 6e3 3puT-
pooepmun: 4,043 [2,975-5,493]. Npn BBEAEHUN NONPABOK HA NOJ, BO3paCT, MPOAOSKUTENBHOCTL Ncopuasa n MHAEKC
Macchbl Tena 3Ha4eHve n ctaTucTnyeckas 3Ha4MMoCTb OTHOLLIEHMSA LLIAHCOB coxXpaHsanuck: 4,064 [2,939-5,619].
3akntoveHue. [1ns naumeHToB ¢ 13 B aHaMHe3€e xapaKTepeH 605ee OTAroLeHHbI cCoMaTUYeCcKuin aHaMHe3: Mo cpae-
HEeHWIo ¢ nauneHTamm 6e3 MO oHU nMetoT 6onee BbICOKY pacnpoCTpaHeHHOCTb CEpAEYHO-CcoCYanNCTLIX 3aboneBa-
HWIA, NaTONOMMKN NEYEHN W XENYEBbIBOAALLMX NyTen. YCTaHOBMEHA 3Ha4YMMas accoumaums Mexay ncopuaTm4ecknm
apTpuTOM M Hann4nem N3 B aHamMHe3se.

KntoyeBble CoBa: ncopuas; ncopmatuyeckas 3puTpoaepMus; NCoOpMaTMUHecKMin apTpuT

KOHMNUKT MHTEPECOB: aBTOpbI JAHHOW CTaTby MOATBEPAUNM OTCYTCTBUE KOHMDINKTA MHTEPECOB, O KOTOPOM
HEo6Xo0ANMO COOBLLNTD.

MCTOYHNK chrHAHCUPOBAaHWS: pyKonuch NoaroToBrieHa 1 ony6MkoBaHa 3a cHeT (OMHaHCMPOBaHUs Mo MecTy paboThbl
aBTOpPOB.

Ona yntupoBaHus: BorpaHoa E.B. Mcopuatuyeckas apuTponepMusi: CpaBHUTESIbHAs XapaKTepUCTMKa NaLMeHToB
W accoumaumsa ¢ ncopvatmyeckum apTputom. BecTHuk gepmartonorum n seHeponoruu. 2022;98(6):73-80.
doi: https://doi.org/10.25208/vdv1328
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Psoriatic erythroderma: comparative patient profile and association
with psoriatic arthritis

© Elena V. Bogdanova

State Research Center of Dermatovenereology and Cosmetology
Korolenko str., 3, bldg 6, 107076, Moscow, Russia

Background. Psoriatic erythroderma is rare and one of the most severe forms of psoriasis characterized by
involvement of 80-90% of body surface area.

Aims. To compare clinical and demographic characteristics of patients with psoriasis, depending on presence of
psoriatic erythroderma in medical history; to assess the association between psoriatic arthritis and a history of psoriatic
erythroderma.

Materials and methods. Patients aged 18 years and older with a duration of psoriasis of >10 years, from the psoriasis
patients registry were included.

Comparison of continuous quantitative variables was performed using t-test or Mann-Whitney U-test. The 2 test or
Fisher's exact test was used to compare qualitative binary variables.

The odds ratio of psoriatic arthritis in patients with and without a history of psoriatic erythroderma was calculated,
unadjusted and adjusted for other independent variables.

Results. The number of patients included in the analysis was 1,870. A history of psoriatic erythroderma (PE) had 227
(12.1%) of them. There were no significant differences in patient age at inclusion to the registry (47.1 + 13.1 years vs.
47.7 + 13.3 years), and prevalence of PE among men and women (12.6% vs. 11. 4%).

Higher prevalence of arterial hypertension (47.9% vs 32.7%), angina pectoris (6.4% vs. 1.9%), myocardial infarction
(3.2% vs. 1.0%), biliary dyskynesia (14.3% vs. 3.9%), fatty liver (12.2% vs. 7.7%), cholelithiasis (8.6% vs. 3.6%), and
toxic liver disease (2.2% vs. 0.5%) among patients with vs without history of PE was found.

Psoriatic arthritis was diagnosed in 67.0% patients with a history of psoriatic erythroderma. The odds of having
psoriatic arthritis in patients with a history of psoriatic erythroderma were 4 times higher than in patients without
erythroderma: 4.043 [2.975-5.493]. When adjusted for sex, age, duration of psoriasis, and body mass index, the odds
ratio and statistical significance were maintained: 4.064 [2.939-5.619].

Conclusions. Compared to patients without PE those with a history of psoriatic erythroderma have a greater
comorbidity burden: a higher prevalence of cardiovascular diseases, diseases of the liver and biliary tract. A significant
association between psoriatic arthritis and a history of PE was established.

Keywords: psoriasis; psoriatic erythroderma; psoriatic arthritis
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[l O6ocHoBanue

lMcopuaTtnyeckasn apuTpoaepMusa npeacTasnsaeT cobom
penKkyto U ofHy M3 Haubornee TsXenbiXx hopm ncopuasa,
xapakTepuayoLlytocs sBosnedveHnem 80—90% nnowiaam no-
BEPXHOCTU KOXW U UMEIOLLLYIO OCTPOE MM XPOHNYECKOE Te-
YeHne. Hambornee 4yacTo ncopuaTnyHeckas dpuUTpoaepmua
pasBuBaeTcs Ha OOHEe yXe CYLLieCTBYoLLero ncopunasa [1,
2]. K Tpurrepam ncopvaTuyeckon apuTpoaepMmm OTHOCAT
WHMEKLUMOHHbIE 3aboneBaHnsl, 3MOLMOHANbHLIA CTpecc,
YPE3MEPHYI0 MHCOMALUMIO, HepauMoHarnbHoe NpUMeHeHue
N OTMEeHy NleKapCTBEHHbIX npenapaTos, B YaCTHOCTU Mpu-
MEHEHNe CUCTEMHBLIX KOPTUKOCTEPOUAOB, WHIMOUTOPOB
(hakTopoB HEKPO3a onyxonu-ansda, TONMYEeCKUX peTUHon-
0B, Ype3MepHOe NPYMEHEHME TOMNYECKUX KOPTUKOCTEPO-
NOoB, PE3KYt0 OTMEHY NpuMeHeHus meToTpekcara [1, 3—7].

Llenb: cpaBHUTb KNMMHUKO-AEMorpaduyeckune xapakre-
PUCTUKN NaLMEHTOB C NCOPUa3oM B 3aBMCUMOCTU OT Hamu-
4Yna NcopuaTUYeCcKomn apuTpoaepMmmM B aHaMHese; OLEHUTb
Hanm4yve accoumaLmmn Mexay yCTaHOBIIEHHbIM ANarHO30M
ncopuaTM4ecKoro aptTputa u ncopuaTmyeckon aputpomep-
MUen B aHaMHe3se.

MaTepuanbl U METOAbI

BbIn BbINOMHEH aHanM3 AaHHbIX NauMeHTOB B BO3pac-
Te 18 neT mn cTapwe ¢ NPOOOMKUTENBHOCTLIO Ncopuasa
10 net n 6onee, BKNKOYEHHbLIX B PErUCTP NaLMEHTOB C NCO-
pvasom POOBK. [M3anH perncrpa nauMeHToB ¢ ncopwma-
3omM POIOBK u KpuTepuu BKAOYEHWS MaUMEHTOB 6binv
onucaHbl paHee [8].

Mpn aHanuae KNUHUKO-AeMorpauryecknx OaHHbIX
CpaBHEHWNE HenpepbIBHbIX KONMMYECTBEHHBLIX MepeMeHHbIX
OCYLLIECTBNANN MOCPEACTBOM f-KpuTepusa nnu U-kputepus
MaHHa—YuTHU. [na cpaBHEHUS Ka4eCTBEHHbIX GUHApPHbIX
nepeMeHHbIX MPUMEHSNN KPUTEPUIA ¥ UNN TOYHbIA KpuTe-
pui ®uwiepa. HactoTy BCTpe4aemMoCTW COMyTCTBYHOLLNX
N nepeHeceHHbIX 3a6oneBaHnin B ABYX rpynnax paccyuTbl-
Bann Kak MpoLeHT OT HabMoAeHA, UMeloLLMX BanuaHble
3HaYeHus.

PaccunTbiBany OTHOLLIEHWE LLIAHCOB Hanu4uns ncopwa-
TUYECKOro apTputa y naumMeHToB ¢ 1 6e3 ncopuaTny4eckomn
3pUTPOAEPMUN B aHaMHe3e, 6e3 NnornpasokK 1 C Nornpaskomn
Ha [pyrve He3aBUCKMbIE MePEMEHHbIE.

PesynbTatbl

CpaBHeHNe KIMHNKO-[EMOrpachnyecknx xapakTepucTuk
nayneHToB B 3aBUCUMOCTY OT HAJINYUS IICOPUATUHECKON
pUTPOLEPMNN B AHAMHE3E

O6Lee 4mcno naumeHToB B Bo3pacTte 18 neT v ctaplue
C NPOAOIMKUTENBHOCTLIO Ncoprasa Ha MOMEHT BKITHOYEHUs
B perucTp 10 net n 6onee coctasuno 2041, AaHHbIe Mo Ha-
NIMYNIO UM OTCYTCTBUIO NCOPUATUYECKON 3pUTPOAEPMUM
(M3) B aHamHe3e 6bin npeacTasneHbl ansa 1870 (92%).
Mcopuatnyeckan spuTpofepMmns B aHaMHese 6bina ycTa-
HoBneHa y 227 (12,1%) 13 Hux.

MauneHTbl He Menn 3Ha4YMMbIX pasnuyuin No Bo3pa-
CTY Ha MOMEHT BKJOYeHus B permcTp (47,1 = 13,1 roga
n 47,7 £ 13,3 roga, p = 0,501), a Takxe no 4acTote BCTpe-
YaemocTu N3 cpeam My>X4nH 1 XeHwWwmH (12,6 n 11,4% co-
OTBETCTBEHHO, p = 0,463). B 06enx rpynnax My>4muHbl co-
cTaBnsanu 60nbWMHCTBO (63,9 1 61,4% COOTBETCTBEHHO).

VY naumeHtoB ¢ O B aHamHe3e pebloT ncopuasa
B cCpefHeM rnpoucxoaun B Bo3pacTte 22,5 + 12,2 ropa —
HECKONbKO paHbLUe, Yem y naumeHToB 6e3 13 (B Bo3pac-
Te 25,4 + 13,1 roga, p = 0,002). Ha MOMEHT BKNOYEHMSA
B perucTp npoaonmKuUTeNbHOCTL ncopuasa B ABYX rpyn-

Il BecTHuk gepmaTonorumn n BeHeponorun. 2022;98(6):73-80
B Vestnik Dermatologii i Venerologii. 2022;98(6):73-80

475

nax nawuueHToB cocTaenana B cpegHem 24,8 + 11,5 roga
n 22,3 + 10,8 roga cootBeTCcTBEHHO (P = 0,001).

lMcopnas B cemMenHoM aHamHe3e 6blfl OTMEYEH NoYTU
y TPETV nauMeHToB Kaxgow rpynnel (32,3 n 28,3% nauu-
eHToB ¢ 13 n 6e3 N3 cooTBeTCTBEHHO, p = 0,218). B TO Xe
BpeMmsi NCOPUaTUHECKNIA apTpUT Y POACTBEHHUKOB NaumeH-
ToB ¢ 13 B aHaMHe3e 6bIn AnarHoCTUpOBaH B 2 pasa valle
(y 5,0% no cpaBHeHuto ¢ 2,2% naumeHToB 6e3 13 B aHam-
Hese, p = 0,019).

Cpeam naumeHToB ¢ 130 B aHaMHe3e MOXHO OTMETUTb
3Ha4MMo 6onee BbICOKYIO PacrnpoCTpaHEeHHOCTb apTepu-
anbHOW runepteHsmn — 47,9% no cpaBHeHuo ¢ 32,7%
cpenu naumeHToB 6e3 M3, p = 0,0005. Takxe cpeou na-
umneHtoB c N3O B aHaMHe3e B Tpu pasa 4valle 6binv aua-
FHOCTMPOBaHbl cTeHokapaus (y 6,4% naumeHToB No cpas-
HeHuto ¢ 1,9%, p = 0,001) n uHdapkT mmnokapga (3,2%
no cpasHeHuto ¢ 1,0%, p = 0,023). B T0 e BpeMsi pasnunyms
Nno 4acToTe BCTPe4YaeMOCTN OCTPOro HapyLLEeHNs1 MO3roBo-
ro KpoBoobpalleHVs B ABYX rpynnax BbIiBMEHbl HE 6blnn
(1,11 0,9%, p = 0,701).

MaumeHTbl ABYX rpynn He MMenu pasnnyunii No 4acTo-
Te BCTPe4aeMOCTW HapyLLUeHWs TONepPaHTHOCTU K roKo3e
(4,21 2,7%, p = 0,225), caxapHoro guabeta 1-ro Tuna (1,0
1 0,3%, p=0,186) n 2-ro Tvna (6,7 n 7,7%, p = 0,611). Cxo-
Xumun 6b1nn cpegHmne (= CO) nHOeKcsbl Maccbl Tena nauneH-
ToB (27,5 + 5,6 1 27,8 + 5,5 kr/m?, p = 0,383).

Bbinn HangeHbl CTATUCTUYECKU 3Ha4MMble pasnu-
yna pacnpefeneHns NauMeHToB ABYX rpynn Mo WHOEKCY
Maccbl Tena B COOTBETCTBUM C knaccudmkauven BO3
(x2 = 14,099, p = 0,015). Jdons nauMeHToB C HOpPMarnbHOW
Maccon Tena 6bina Bbille cpean nauneHTos ¢ M3 B aHa-
MHe3e (37,9% no cpasBHeHuto ¢ 30,0%). Oona naumeH-
TOB C U36bLITOYHOW MacCoW Tena cpean nauueHtos ¢ M3
B aHaMHe3e 6bina Huxe (29,6%), 4eM cpefm nauneHToB
6e3 M3 (40,7%). OxunpeHune cornacHo knaccugukalmm
mHaekca maccbl Tena BO3 umenn 29,6% naumeHToB
c 10 B aHaMHe3e u 28,1% nauneHToB 6e3 13 B aHamMHe-
3e (tabn. 1).

HecmoTpsa Ha TO 4TO 3abofieBaHWs XXenyfo4Ho-
KMLLEYHOro TpakTa, Takue kak a3BeHHas 60Me3Hb Xenyaoka
M 12-NepCTHON KULLKWN, XPOHUYECKUA racTpuT, XpOHU4Ye-
CKUM OyOoOeHUT U ractpoasodareansHopediokcHas 60-
ne3Hb, BCTpeYanuck Yawle cpeau nauneHTos ¢ 19 B aHa-
MHeze (7,9, 10,6, 3,1 n 1,3%), CTaTUCTUYECKN 3HAYMMbIMU
pasnuuus mexay AByms rpynnamum He 6biim (cM. Taén. 1).

YacTtota BCTpe4aemMocTM OpOHXMarbHOM  acTMbl
(2,1%), xpoHnyeckoro 6poHxuTa (2,2%) U XPOHUHECKOW
06CTPYKTUBHOM 60NEe3HN Nerkux (2,7%) Takxe 6bina BbilLe
cpeau nauueHToB ¢ 1O B aHamMHe3e, YeM cpeau naumneH-
ToB 6e3 13 B aHamHe3ze (1,3, 1,3 1 1,6% COOTBETCTBEHHO),
6€3 JOCTVXEHUS CTaTUCTUYECKON 3HAYMMOCTU Pasnmymin.

XpoHU4eckuii naHkpeatut cpegu naumeHTtoB ¢ 13
auarHoctuposanu pexe (1,3%), a XpOHUYECKWIA Xoneum-
CTUT — yvauLe (2,6%), 4em cpefu naumneHToB 6e3 130 B aHa-
MHe3e (2,7 n 1,5% COOTBETCTBEHHO), pasnunyna He 6binn
CTaTUCTUYHECKN 3HAYMMbBIMMU.

MaumeHTsbl ¢ M3 B aHaMHe3e MMetoT 3HaYUTeNbHO 60-
nee BbICOKYHO pacnpoCTPaHEHHOCTb AUCKMHE3NN XXEeNYeBbI-
BoZsALLmMX nyTer (14,3% no cpaBHeHuto ¢ 3,9%, p = 0,0005),
XUpOBOW pJereHepaunn nedenn (12,2% no cpaBHEHWIO
c 7,7%, p = 0,037) n xenyekameHHon 6onesHn (8,6%
no cpaBHeHuto ¢ 3,6%, p = 0,002). Takxke 4Yalle B aHa-
MHe3e NauueHTOB 3TOW rpynnbl AMAarHOCTUPOBAaM TOKCU-
YecKoe MnopaxeHue neyeHn (2,2% no cpaBHeHuto ¢ 0,5%,
p =0,025).
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Tabnuua 1. KnnHuko-aemorpachnyeckine XapakTepucTIKi NaLyeHToB B 3aBUCUMOCTY OT Hannyusi NCOpIATYECKO 3pUTPOAEPMIAM B aHAMHE3e
Table 1. Demographic and clinical characteristics of patients with and without history of psoriatic erythroderma

NaumenTsl ¢ ncopuaTUyecKoi MNauunenTsb 63 NnCcopuaTU4ECKom
XapakTepucTuka 3pPUTPOfIEPMHEli B aHAMHE3E 3PUTPOAEPMUM B aHAMHE3E 3Havenue p
(n=227) (n=1643)
(GPoRH + CTaNRADTHOS OTCROHEAME) neT 471£131 4772133 0.501
My>X4nHbI 63,9% 61,4% 0,463
(cpeuHeEZ?ScpTchTAZ?)HTﬂZ Ili?(%iﬁme), net 225122 25,4 £ 131 0.002"
OGP 0y 2482115 223+ 108 0.0t
lcopnas B CEMEHOM aHaMHe3e 32,3% 28,3% 0,218
[lcopnaTnyecknii apTpuT B CEMENHOM aHAMHEe3e 5,0% 2,2% 0,019*
ApTepuanbHas runepTeH3ns / runepToHnyeckas 60e3Hb 47,9% 32,7% 0,0005*
CTeHoKapams 6,4% 1,9% 0,001*
NHapkT Mmnokapaa 3,2% 1,0% 0,023*
OcTpoe HapyLLeHne MO3roBOro KpoBoo6paLLeHNs 1,1% 0,9% 0,701
HapyLieHue TonepaHTHOCTM K F10K03e 4,2% 2,7% 0,225
CaxapHblin guabet 1-ro Tuna 1,0% 0,3% 0,186
CaxapHblii fuabet 2-ro Tuna 6,7% 77% 0,611
Nuaekc maccol Tena (cpepHee iZCTaHﬂapTHoe 275456 278455 0,383
OTKNIOHEHUE), KI/M
HopmanbHas macca tena (MUMT 18,5-24,9) 37,9% 30,0%
M36biTo4Has macca Tena (MMT 25,0-29,9 kr/m?) 29,6% 40,7%
OxupeHue | ctenenn (MMT 30,0-34,9 kr/m?) 18,9% 18,8% 0,015
Oxupenue Il cteneqn (MMT 35,0-39,9 Kr/m?) 8,3% 6,6%
Oxupenue lll crenenmn (MMT > 40 kr/m?) 2,4% 2,7%
[acTpoasocpareansHopedniokcHas 601e3Hb 1,3% 0,7% 0,413
f13BeHHas 60/1€3Hb Xenyaka u 12-nepcTHoil KNLWKN 7,9% 4,6% 0,059
XPOHMYECKMiA racTput 10,6% 8,6% 0,322
XPOHUYECKMNiA JYOAEHNT 3.1% 2,0% 0,322
BbponxuanbHas actma 2,1% 1,3% 0,336
XpOoHn4eckas 06CTPYKTUBHASA BOJIE3Hb JIErKnx 2,7% 1,6% 0,228
XPOHNYECKUIA (HEOBCTPYKTUBHBIN) BPOHXUT 2,2% 1,3% 0,365
XpOHWYeCKNiA NaHKpeaTuT 1,3% 2,7% 0,206
[lncKMHEe3Ns XXen4eBbIBOAALLMX NYTEN 14,3% 3,9% 0,0005*
XPOHNYECKUIA XONeuncTuT 2,6% 1,5% 0,251
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OKoH4YaHue 1abn. 1

MayueHTbl c NCOPUATUYECKOM MayueHnTbl 6€3 NncopuaTU4ECcKon
XapakTepucTuka 3puTpoAEpMUEi B aHaMHe3e 3pUTPOAEPMUM B aHAMHE3E 3nayenue p
(n=227) (n=1643)
XKenyekameHHas 60ne3Hb 8,6% 3,6% 0,002*
JKupoBsas fereHepanns neveHn 12,2% 77% 0,037*
Tokcnyeckoe nopaxkeHue neveHn 2,2% 0,5% 0,025*
MoyekameHHas 6051e3Hb 2,6% 1,5% 0,251
XpOHUYecKnii nuenoHedput 2,2% 1,6% 0,415
XPOHUYECKIUN rIIOMepyioHedput 0,9% 0,2% 0,115

YacToTta BCTpe4aeMOCTN COoNnyTCTBYOLLNX N NepeHeCeHHbIX 3abonesaHvi B OBYX rpynnax npencraBfieHa Kak npoueHT OoT HabnaeHun,

nMerLmnx sanmgHble 3Ha4eHnaA.
KprMBOM BblesieHbl 3Ha4eHusa p, NoJsly4eHHble Mo pe3ynbrataM TOYHOI
* CTaTUCTUHECKM 3HAYUMblE pasnunyuns.

0 KpuTepust duwepa.

The frequency of comorbid and previous diseases in both groups is presented as a valid percent.

P-values of Fischer’s exact test are in italics.
* Statistically significant difference.

[na 4acToTbl BCTpe4aeMoCcT MoO4YeKameHHoW 6ones-
HW, XPOHMYECKOro nuenoHedputa n XpOHNHECKOro riome-
pynoHedpuTa CTaTUCTUHECKN 3HAYMMbIE Pa3NNyns BbISB-
neHbl He 6binn (cM. Tabn. 1).

Uccnenosanue accoynaymy Mexay Hammymem
ncopuatn4eckoro aptputa n 19 B aHamHese

[aHHble No Hanu4M NcopuaTuyecKoro apTpuTa 1 rco-
praTn4eckon apuTpoaepMmMM B aHaMHese 6bInn npeacTas-
neHbl gna 1795 (87,9%) 13 2041 nauueHTa.

[narHos ncopnatn4eckoro apTputa Ha MOMEHT BKITIO-
YeHus B permcTp 6bin yctaHoBneH 670 (37,3%) nauneHTam.
Mcopuatnyeckan aputpoaepMusa B aHamHese 6bina 3ape-
rmcTpupoBaHa y 209 (11,6%) nauneHTos (Tabn. 2).

Mcopuatnyeckan apuTpoaepMUs 3HAYUTENBHO Yalle
BCTpeyanacb B aHamMHe3e MaumeHTOB C YCTaHOBIEHHbLIM
OmMarHo3om ncopuartmdeckoro aptpura (20,9% nauneHToB),
4yeM B aHamMHe3e nauueHToB 6e3 apTpuTta (6,1%). Cpegu
nauyMeHToB, WMEBLUUX MCOPUATUYECKYIO 3PUTPOAEPMUIO
B aHamHe3e (209 4enoBek), AuvarHo3 MCOpPMaTUHECKOro
apTputa 6bIn ycTaHoBMeH AByM TpeTbM — 140 (67,0%)

Tabnuua 2. Tabnuua ConpshKeHHOCTY Hann4mst NCOPIUATYECKOr0 apTpiATa 11 NCOPUATAYECKO
Table 2. Contingency table for psoriatic arthritis and history of psoriatic erythroderma

nauueHtam (cMm. Tabn. 2). flaHHble pasnuyus 6biam cTaTu-
CTMHECKM 3HA4YMMbIMK: KpuTepuii x2 = 88,950, p = 0,0005.

LLlaHChbl HaNU4MA ncopnaTMYeckoro aptTputa y naumeH-
TOB C MCOpPUATUYECKON 3pUTPOAEepMUEN B aHamMHe3e BObinn
B 4 pasa Bblle, YeM Yy MaumeHToB 6e3 3puTpoaepMun:
OTHOLlEeHMe LaHcoB [95% poBepuTesNbHbIM WHTepBan] =
= 4,043 [2,975-5,493] (p = 0,0005).

Mpwn BBEAEHUW MOMNPAaBOK Ha ApYyrne He3aBUCUMbIE Ne-
peMeHHble (non, Bo3pacT, NPOJOSHKUTENIbHOCTb ncopunasa
N WHOEKC Macchbl Tena) 3Ha4eHue U ctatmcrTmyeckas 3Ha-
YAMOCTb OTHOLLIEHWUSI LUAHCOB COXPaHANUCL: OTHOLLEHue
LwaHcoB [95% poBepuTenbHbIN MHTepBan] = 4,064 [2,939—
5,619] (p = 0,0005).

O6cyxpeHue

HecMoTps Ha TO 4YTO nMcopuaTnyeckas apuTpoaepMus
ABMAETCA OJHOW M3 caMbIX TsKeNbiX hopM rncopuasa, ee
MccnenoBaHNa MasiOuMCIEHHBbl, a NybnukaumMm npeumy-
LLLeCTBEHHO NpeacTaBnaioT co60M COOOLLEHUs O cry4dae
Unn cepun cry4aeB. B 3Ton cBSA3M npeAacTaBnseT MHTe-
pec npoBedeHHOe HaMu CpaBHEHWE OeMorpaduyecKnx

il 3pUTPOZEPMUN B aHAMHE3E

Hanuyue ncopuatuyeckoro apTputa
Hanu4ne ncopuatuyeckoi apuTpogepMmm1 B aHamHese Bcero
na HeT
[a 140 69 209
Het 530 1056 1586
Bcero 670 1125 1795

Il BecTHuk gepmaTonorumn n BeHeponorun. 2022;98(6):73-80
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N KITMHUYECKNX XapaKTEPUCTMK MaUMEHTOB B 3aBUCUMOCTH
oT Hanun4uga M3 B aHamHe3se.

Mo pesynsTatam NpoBefeHHOro UccrnegoBaHus BbisiB-
NEHO, Y4TO naumeHTsbl ¢ MO B aHaMHe3e nMetoT 6os1ee oTAro-
LLIEHHbI COMATUYECKNIA CTaTyC, HEXEeNW naumeHTbl 6e3 N3
B aHaMHe3se.

M3BecTHO, 4YTO  pacrnpoCTPaHEHHOCTb  CepaeyHo-
cocyanCTbIX 3aboneBaHuii cpeau naumeHToB C NcoprasoMm
npeBbIlLaeT TakoByto B obLien nonynsauum [9—12]. Mo pe-
3ynbTataM Hallero UccrefoBaHus BbISBIIEHO, YTO AN Ma-
umeHToB ¢ O B aHamMHe3e xapakTepeH 6onee OTAroLleH-
HbIA CEPAEYHO-COCYONCTbIA aHaMHe3. Tak, MoYT! NOSIoBMHA
(47,9%) naumeHrToB ¢ N3 B aHaMHe3e nMeeT apTepuasbHyo
FMNEPTEH3NIO UM TUNEPTOHMYECKYD 605e3Hb. IMpu oTecyT-
CTBUM pasnuynii Mexay AByMS rpynnamMu no rnosny v Bo3pa-
CTy naumeHTam c MO B aHaMHe3e B Tpu pasa 4alle ycTta-
HaBMMBanu OuarHo3 creHokapoun (6,4% no CpaBHEHUIO
c 1,9%), n TaKxe B TpM pas3a 4alle OHW MEePEHOCUNN UH-
dhapkT mmokappaa (3,2% no cpasHeHwuio ¢ 1,0%).

Mo peaynsratam uccneposanus F. Yamazaki u coasrT.
(2021) Takxe 6bIK NOMy4YeHbl YKasaHusa Ha TO, YTO Mmauu-
€HTbI, UMEBLUME BOSIbLLYI0 BEPOATHOCTb HanM4YMs naToso-
rMun no peaynsratam BUpTyansHow kopoHorpadgum (CCTA),
Takke umenu 60nbLUYyl0 BEPOATHOCTb MCOPUATUHECKOro
apTpuTa 1 apuTpoaepmMmyeckoro ncopmasa [13].

YCTaHOBMNEHO, YTO MaLWeHTbl C NCopnasoM UMerT 60-
nee BbICOKYIO, HEeXenu B 06Len nonynsaumu, pacnpocrpa-
HEeHHOCTb OXupeHus [14], caxapHoro guaberta 2-ro Tvna
[15-16], meTabonn4eckoro cuHApPoOMa U ero KOMMOHEHTOB
[17-19].

Mo pesynstaTtam NPOBEAEHHOr0 HaMU CpaBHEHUS CTa-
TUCTUYECKN 3HAYMMbIX PasnuyMin Mexay OByMs rpynnammu
Nno 4acToTe BCTPEYaEMOCTU HapyLUEHUs TONEepPaHTHOCTU
K FMoKo3e, caxapHoro anaéeta 1-ro unu 2-ro Tuvna BbISB-
NEHO He 6bI10. TakXe He 6bINo BbISBIEHO pasnuyuni Mexay
OBYMS rpynnamMu npy CpaBHEHUM MHOEKCA Macchl Tena, of-
Hako ObINn HaAeHbI Pa3nNnynsa B CTPYKTYpe pacrnpeneneHus
nauMeHTOB B COOTBETCTBUM C Knaccudukauven mHoekca
mMaccel Tena no BO3. 311 pasznmums He ykaabiBanu Ha 6onee
He6NaronpuUATHYO CTPYKTYPY pacrnpefeneHns no UHOEKCY
Macchl Tena naumeHToB ¢ 13 B aHaMHe3e: Jons nauneHToB
C HOpMarnbHOM Maccon Tena 6bina Bbille cpeau nalnueHToB
¢ M3, yem cpeam naumeHToB 6e3 13 B aHamHe3e.

Hamu BbisiBneHa 60nee BbICOKas pacnpoCTpaHEeHHOCTb
NaTonornm NEYEHN N XeNYeBbIBOOALLUMX NyTEW cpeau naum-
eHToB ¢ 1O B aHamHe3e: UM 6ornee 4Yem B Tpu pasa 4alle
YCTaHaBMBAKT OMArHO3 [OUCKMHE3UU XKENHYEBLIBOAALLNX
nyten (14,3% no cpaBHeHuto ¢ 3,9%), 6onee 4Yem B Ba pasa
Yallle — AmarHo3 xenyekameHHon 6onesHu (8,6% no cpas-
HeHno ¢ 3,6%), Hexenu nauueHtam 6e3 MO B aHamHese.
Takxe 4alle B 3TOM rpynne nauMeHTOB BCTPEYatTCs XU-
poBas fereHepauusi neveHn (12,2% no cpaBHeHUto ¢ 7,7%)
N TOKCUMYECKOE MopaxkeHue neveHn (2,2% Mno CpaBHEHUIO
¢ 0,5%).

Oco6blIi MHTEPEC C HaLLEn TOYKU 3peHust NpeacTaBns-
I0T BbISIBIEHHbIE HAMW Pa3/IM4MA MO 4YacToTe BCTPeYaeMo-
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ctn N3 cpenm NaUMeHTOB € NOpaXKeHNEM 1 6e3 NopaXKeHUs
cycTaBoB. B HacTosiLLee BpeMsa aKTyanbHON TeMOW Uccne-
J0BaHUM ABNSETCHA NPOrHO3UpoBaHNe pucka pas3suTms nNco-
puaTn4eckoro apTpuTa y NaumMeHTOB C NCOpnasomM, a Takxe
BO3MOXHOCTb ero npegotepatleHus [20-23]. MNMpoeeneHve
uccneaoBaHUn Takoro pofa fBASIETCA MEeTOLO0NorMyYecKu
CINOXHbIM, TpebyeT B ngeane AnuUTeNlbHOr0 MHOrOMEeTHero
NPOCNEKTUBHOro HabMoAeHUs MauueHTOoB, PerynspHoro
npoBefeHNs UCCnefoBaHNiA BU3yanua3auumn ¢ Lenbio paH-
HEero BbISIBNEHUS MOPaXEHUSA CyCTaBOB.

Ha cerogHALWHWI OeHb B Ka4yecTBe (PakTopoB pucka
(MpeOonKTOpOB) NCOpPUATUHECKOro apTpuTa y naumeHToB
C ncopmasoMm paccmaTtpusaloT oxupeHue [20, 22], nco-
puas Hortewn, Tsaxesnble OPMbl Ncopuasa, HU3KUA ypo-
BeHb 06pa3oBaHus, yBeut [21, 24-26]. CchopmynupoBa-
Hbl FMNOTE3bI, KacaroLmecs BO3MOXHOW ponn genpeccuun
1 npepgLiecTteylowux Tpasm [20, 25]. EcTb uccnepgosaHus,
no peaynstTaTtamM KOTOPbIX cAenaHbl BbiBOAbI 06 accouu-
aumm TXECTU ncopuasa, oueHeHHon no PASI, nnowaam
nopaxeHuss MOBEPXHOCTU Tena, pacnpoCTpaHeHHOCTU
BbICbINAHUA C MOBbILWEHHbIM PUCKOM MNCOPUATUHECKOrO
apTtpurta [27].

B aTom mccnepoBaHum BbisiBIEHA Bbicokas (67%) va-
CTOTa BCTPEeYaeMoCTU McopuaTtuyeckoro apTputa cpeau
naumeHToB ¢ 3 B aHamMHe3e. YCTAHOBMIEHO HaNN4ne Bbl-
COKO3Ha4YMMOWM accoumaumm mexgy ncopuaTnHyeckum ap-
TPUTOM U NCOPUATUHECKOM SpUTPOAEepMUEN B aHaAMHe3e.
Hanuune ncopuaTu4eckon sSpuUTPOLEpMUM B aHamMHese
nauueHTa ¢ nNcopuasoM B 4YeTblpe pasa MoBbILAeT LlaH-
Cbl HANMM4KUA y 3TOro NauneHTa ncopuaTUyecKoro apTpura.
Mpu BBEOEHWMM MOMPaBOK Ha Apyrue He3aBUCUMbIE nepe-
MEHHble BeNn4MHa U cTaTUcTudeckas 3Ha4MMOCTb BblIsIB-
NIeHHON accoumaLuny COXpPaHanuch.

B 3aknioyeHrMe MOXHO NpefnonoXuTb, YTO Hanuvyve
B aHamMHe3e nauueHTa ncopuaTu4eckom sputpogepmMun
OB60CHOBbIBAET MOBbLILLEHHYIO HACTOPOXEHHOCTb  Bpa-
Yel-0epMaToBEHEPOSIOrOB B OTHOLLEHUU HEO6XOAUMOCTU
MCKNIOYEHUS MOPaXEHUS CyCTaBOB Y TaKoro nauueHTa.

OrpaHn4eHns NCCnenoBaHNs

[aHHoe uccnegoBaHMe MOXET MMETb OrpaHu4eHus],
XapakTepHble Ana UccnegoBaHumM ¢ HabngaTenbHbIM aun-
3aiHOM, CBfi3aHHble C BO3MOXHOCTbIO CUCTEMaTUYECKUX
OLLMOBOK, BAUSIHUA UCKaXaroLmX (akToOpoB U HEOAHOPOL-
HbIM Ka4eCTBOM AaHHbIX [28].

3akntoyenue

Ons naumMeHToB, NMELLUX NCOPUaTUYECKYI0 SPUTPO-
JepMuio B aHaMHe3e, XapakTepHa BblcoKas pacnpocTtpa-
HEHHOCTb COMYTCTBYIOLLEA, B TOM 4YMUCNE KOMOPOUAHOMN,
naTosiornn: rno cpaBHEHMIO C nauneHTamu 6e3 13 B aHa-
MHE3€e OHW UMeIOT 60Mee BbICOKYIO pacrnpoCTpaHEHHOCTb
cepAeyHo-cocyancTbIX 3aboneBaHui, 60Mne3Her neyeHu
M Xen4yeBbIBOAALMX MNyTel. YcTaHOBNeHa 3Hayumas ac-
coumauma Mexay ncopmaTuyeckum apTpuTtoM 1 Hann4mem
ncopuatudeckoit aputpogepmum B aHamuese. [Jil
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PAaBHHUTEABHBIN aHAAU3 IIOAOBOTO IIOBEACHHSA U OLICHKA
nadopmuposargnoctu 06 MUIITITT n BUY-nadeknun cpean

MOAOABIX AFOAEH ABYX ITOKOACHUU

© XpsaHud A.A*, Wnuke T.A., Pyccknx M.B.

HoBoCHOVPCKIIA rOCYAPCTBEHHbIA MEAVLMHCKMIA YHUBEDCUTET
630091, Poccus, r. Hosocubupcek, KpacHii np-T, f. 52

0O60cHoBaHue. Ha npotsxxeHun nocnefHmx 20 neT 6b1v NPUHATLI pasnnyHble NPodunakTMyeckme Mepbl No noso-
BOMY BOCMUTaHWIO MONOAOr0 NOKONEHUSs, KOTOPOE SBNSETCA Hanbosee ya3BUMbIM nepeq MHheKumnamu, nepefasae-
MbIMK nonosbiM nyTem (UMIM), n BUY-nHekumen. CpaBHUTENBbHBIN aHann3 pesdynbTaToB aHKETUPOBAHUSA MOMOAbIX
nogen (OTHOCALLMXCH K ABYM PasHbIiM MOKONMEHUSM: «MUIIJIEHMASbI» U «3yMepbI») N0 BOMNPOCaM NONoBOro NoBeaeHUs
1 nHcpopmmposaHHocTh 06 UMMM n BUY-nHdekumm no3sonseT oLeHnTb MMEIoLLMecs 0CO6EHHOCTU CEeKCyaribHOro
nosefeHnss MONOAbIX NOAEN 1 CNOCO6CTBYET AanbHenLeMy COBEPLUEHCTBOBAHMIO NPOUIaKTUYECKUX MEPONPUATUIA
cpenm monofexu B otHowleHun UMMMN/BUY-nHgpekumn.

Llenb nccnepoBaHus. CpaBHUTENbHbLIA aHann3 NosioBoro NoBefeHns 1 oleHka YpoBHst 3HaHuin 06 UMMM

n BUY-nHdbekuun cpegun monopgeix niogen (nokonexums Y u Z).

MeTopabl. [1ns cpaBHUTENBHOW OLEHKM YPOBHA MHPOPMUPOBAHHOCTH MO BONPOCaM NpoUNakTMkn 1 pUcKoBaHHOIo
nonosoro nosegeHus B otHowweHun UMMM n BUY-nHdekunmn 6611 MCnonb3oBaHbl AaHHble paHee NpoBeAEHHbIX
COLMOSIOrMYECKNX OMpPOCcoB Mosnoabix Nogen B 2001—-2002 n B 2017-2020 rr. B ropoae Hoeocnbumpcke. Cpeamn pec-
NOHAEHTOB MCNOMb30Banach aHkeTa, cocTosLan n3 23 BONPocos, paspaboTaHHas COTPyAHNKaMKn Kadedpbl gepma-
ToBeHeponorum NCM6erMy mum. akag. W.1M. Maenoea u LieHTpa counonormm eBMaHTHOCTM U CoOLManbHOM0 KOHTPO-
na UHctutyta coumonormum PAH, agantnpoBaHHaa aBTopamu. AHKeTa cocTosina 13 AByX YacTen, B NEPBON YacTu
cofepXXanucb BONPOChI, XapakTepuaytoLLme 3HaHUs CTyaeHToB o nyTax nepegadqm UMNMMN/BNY-nHdekumn n metogax
nponnakTukn. Bropas 4yacTb aHKeTbl NOCBSLLEHa BONpOocaM PUCKOBAHHOIO CekcyasibHOro noBefeHus CTyOeHTOB.
CTatucTm4eckmin aHanm3 NpoBefdeH ¢ ucnonb3osaHnem nporpamm Microsoft Excel n SPSS. OueHvBanuch kputepuit 2
1 He3aBucKMbIV t-kputepuii CTblogeHTa. CTatucTnyeckas 3Ha4MMOCTb 6bina ycTaHoBneHa Kak p < 0,05.
Pesynbratbl. Bcero B nccnegoBaHnm NpUHANM yyactue 772 toHOLWK, U3 HUX 321 cTyaeHT 6b1i onpotueH B 2001-2002 rr.
(nokonenwue Y), a 451 ctyneHT — B 2017—2020 rr. (nokoneHue Z). MNony4eHHble pe3ynsTtaTbl CBMAETENLCTBYIOT, YTO MO-
KOMNeHWs MOMoAbIX NOAEN («MUNEHNANbI» U «3yMePbI») OTIIMHAIOTCA ApYr OT Apyra B Bornpocax 06 UCTOHHMKE MHAOp-
Maumm 06 UMMM, BCTynneHny B NOMOBYIO CBA3b C Mano3HaKOMbIMW NI0AbMW, UCTONb30BAHUN NPEe3epBaTUBOB, a TaKkxXe
0 4acToTe OOHOMOSIbIX MOMOBbLIX KOHTAKTOB.

3akntoyeHue. Habnogaetca NonoXxutesbHas TEHOEHLUUS B NMOSIOBOM NMOBEAEHUN MOJIOAOro nokonexms. Heobxoauma
60nee CTPYKTypupoBaHHas nponaradga npocdunaktkm MMMN/BUY-nHdekumm, kotopas 6yaeT y4mTbiBaTb COBpE-
MEHHble TEHAEHLMN N OCOBEHHOCTH MOyHeHUa MHdopMaLnn y MonogbixX Niogen.

Knto4yeBble CnoBa: nonoeoe noseaeHne; Monoable NIOAK; BUY-uHdekums; nHcekumm; nepegasaemblie NosioBbIM NyTeM;
MHchopMUPOBAHHOCTb; NepBUYHas NpocunakTuka

KOHMNMKT MHTEPECOB: aBTOpbLI AaHHON CTaTby NOATBEPAUN OTCYTCTBUE KOH(NMKTA MHTEPECOB, O KOTOPOM
Heob6xoOMMOo COOBLLMUTD.

NCTOYHMK hHAHCUPOBAHUSA: pykonuch NOArOTOBNEHA U ONy6NMKOBaHa 3a CHeT (PMHAHCUPOBAHUS MO MecTy
paboTbl aBTOPOB.

Ona untupoBaHus: XpsHud A.A., LLnuke T.A., Pyccknx M.B. CpaBHUTESbHbIN aHann3 nosioBoro rnoseaeHms
1 oueHka nHdopmmposaHHocTn 06 UMMM n BUY-nHekumn cpean Mmonogpix nogen AByX NOKONEHUN.
BecTHvK gepmatonoruu n BeHeponorun. 2022;98(6):81-88. doi: https://doi.org/10.25208/vdv1379
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Compatative analysis of sexual behavior and assessment
of awareness of STIs and HIV infection among young people
of two generations

© Alexey A. Khryanin*, Tatjana A. Shpiks, Maria V. Russkikh

Novosibirsk State Medical University
Krasny Prospect, 52, 630091, Novosibirsk, Russia

Background. Over the past 20 years, various preventive measures have been taken to educate the young generation,
which is the most vulnerable to sexually transmitted infections (STls) and HIV infection. A comparative analysis of the
results of a survey of young people (belonging to two different generations: “millennials” and “zoomers”) on sexual
behavior and awareness of STls and HIV infection allows us to assess the existing characteristics of the sexual
behavior of young people and contribute to the further improvement of preventive measures among young people
regarding STI/HIV infection.

Aims. Comparative analysis of sexual behavior and assessment of the level of knowledge about STIs and HIV infection
among young people (generations Y and Z).

Materials and methods. For a comparative assessment of the level of awareness on the issues of prevention and
risky sexual behavior in relation to STls and HIV infection, data from earlier sociological surveys of young people

in 2001-2002 and in 2017-2020 in the city of Novosibirsk were used. Among the respondents, a questionnaire

was used, consisting of 23 questions, developed by the staff of the Department of Dermatovenereology of the First

St. Petersburg State Medical University named after Academician I.P. Pavlov and the Center for the Sociology of
Deviance and Social Control of the Institute of Sociology of the Russian Academy of Sciences, adapted by the authors.
The questionnaire consisted of two parts, the first part contained questions characterizing students' knowledge

about the ways of transmission of STI/HIV infection and methods of prevention. The second part of the questionnaire
is devoted to the issues of risky sexual behavior of students. Statistical analysis was carried out using Microsoft Excel
and SPSS programs. The 2 test and the independent Student's t-test were evaluated. Statistical significance was set
as p < 0.05.

Results. A total of 772 young men took part in the study, of which 321 students were interviewed in 2001-2002
(Generation Y), and 451 students in 2017-2020 (Generation Z). The results show that generations of young people
(“milleneals” and “zoomers”) differ from each other in terms of the source of information about STls, sexual intercourse
with strangers, condom use, and the frequency of same-sex sexual intercourse.

Conclusions. There is a positive trend in the sexual behavior of the younger generation. More structured promotion

of STI/HIV prevention is needed, which will take into account current trends and features of obtaining information from
young people.

Keywords: sexual behavior; young people; HIV infection; sexually transmitted infections; awareness; primary prevention
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[l O6ocHoBanue

WHdekumn, nepepasaembie nonosbiM nytem (UMMM,
SIBMSOTCA Cepbe3HON rnobanbHoN Npobnaemon 3gpaBooxpa-
HeHUs1, eXXerofiHo BO BCEM MMpe npoucxoaut 6onee 340 MnH
HOBbIX criydaeB 3apaxeHus UMMM n BUY-undekumen [1].
O™ uvHEeKUMM npeacTaBfieHbl 6GakTepusMn, BUpycamu
U MPOCTENLLIMMN MUKPOOPraHn3mMamm 1 nepeparoTcs B oc-
HOBHOM MOMOBLIM NyTEM, XOTS BO3MOXHbI 1 Apyrue nyTu ne-
penayv (remartoreHHbIn, BepTukanbHbil). [No gaHHbIM BO3,
B 2016 r. B Mupe 6bIn10 3apernctpmposaHo 376 MIH HOBbIX
cny4aeB 3apaxeHus WIMT, koTopble Bbi3biBaNuM cnepy-
Iowme 3abonesaHuss: TPMXoMoHMas (156 MnH), xnamupgu-
03 (127,2 mnH), roHopeto (86,9 MH) n cudpunmc (6,3 mIH)
[2]. B 2021 r. uncno nogen, xmeyLimx ¢ BUY-nHdekumen,
B Mupe coctasuno 38,4 mnH yenosek [3]. o nMmerowmm-
ca paHHeiM PocnoTpebHansopa, nopaxeHHocTs BUY-uH-
dekumernt B Poccum Ha 30 uoHa 2021 r. coctasuna 768,2
Ha 100 Tbic. HaceneHus [4]. Kpome Toro, 6onee 500 MnH
YenoBeK B MUpe MHMPULMPOBaHLI BUPYCOM MPOCTOro repre-
ca 2-ro Tuna (BI), n exerogHo 6onee 290 MIH >XEHLUMH
3apaxaroTcs BMpPYcOM Manuinombl 4venoseka (BM4Y) [5].
UMMM npuBogAaT K cepbe3HbiM NOCNeacTBMAM Ans 34opo-
BbSl MHPULMPOBAHHOIO HaceneHus U OTBETCTBEHHbI 3a pas-
BUTWE PasfiNyHbIX OCIOXXHEHWUI, TAKUX KakK BOCNanuTenbHble
3ab0neBaHMa OpraHoB Marnoro Tasa, pak LUenkn MaTku, 6ec-
nnopgue, NaTonornto 6epeMeHHOCTH, BKITloYas BHYTPUYTPOO-
HYI0 CMepTb NoAa, a TakxkKe MOBbILLEHHbIN PUCK 3apaxXeHus
BMPYCOM MMMyHogedumumTa ydenoseka (BUY) n cHnxeHve
KayecTBa XW3HM M3-3a MCUXONOrMYECKUX W coumarbHbIX
hakTopos [6-8].

UMMM pernctpupytoTes y niogen pasnuyHbIX Bo3pacT-
HbIX rpynrn, OAHaKO Yalle BCero BbIABNSAIOTCSH B MONOAOM
Bo3pacTte. Bo3aMOXHO, 3TO CBA3AHO C TeM, YTO Monodble
nogn npepcTasnAloT co6orM HeogHOpPOoAHbIE MonynAumMn
C TOYKW 3pPEeHns UX coumarnbHbIX MOTPEOGHOCTEN U CeKCy-
anbHOro NoBefeHUs 1 CBA3aHbl C pasnuyHbIMKU 61onoruye-
CKMUMU U coumarnbHbIMKU hakTopamu npu nepexofe oT rnop-
POCTKOBOIro Bo3pacTta K B3pocnon XusHu [9]. B yacTHocTw,
paHHee Ha4ano MnonoBON XW3HW, GONbLUOE KONMMYECTBO
CeKcyarsibHbIX NapTHEPOB, MOTPEO6HOCTb B YBEPEHHOCTU
B cebe, orpaHMYeHHbIN JOCTYM K MEQUUMHCKUM ycryram,
HN3KOe (PMHAHCOBOE MOSIOXEHNE, a TaKXe HU3KUI YPOBEHL
obpas3oBaHns 1 OTCyTCTBME npodeccnn — Bce 3TO (hak-
TOPbl, CBfi3@aHHbIE C MOBbLILLIEHHON 4acTOTOM 3apaXkeHus
UMM y monoabix ntogewn [10].

Monogsle noau 6onee CKMOHHLI BCTYNaTh B OTHOLLEHUS
C HECKOJTbKMMW CeKCyanbHbIMU NnapTHepamu, 4To B CBOKO
oyepefb YBENMUYMBAET BEpPOATHOCTb 3apaxenusa WM
[11]. Mo paHHbIM 3apybexHbIX UccrnegoBaHui, Mosodble
nogu He obnagatoT [OCTaToYHbIMKM 3HaHuAMKM 06 WITIM
n BUY-nHdekuun, 4To ABNSETCH OCHOBHbIM (hakToOpOM,
BMUAIOLLMM Ha BbICOKUI YPOBEHbL 3a60/1eBaeMOCTU 3TUMUN
WHpeKumnamu cpeam Mmonogoro HaceneHus [12, 13]. Uccne-
poBaHwue, npoeegeHHoe B CoeanHeHHbix LLTatax Amepuku,
YCTaHOBUIIO, YTO GOMbLUMHCTBO CTYAEHTOB HeJOoCTaTO4YHO
ocsefloMrieHbl 0 pucke 3apaxeHus VMMM n BUY-nHdek-
unen, B To BpeMsa Kak 50% u3 HUX OblIM 06ECNOKOEHbI
puckom 3apaxenua UMMM Bo Bpems nonosoro akra [14].
Mo MHeHuIo 3apy6eXxHbIX aBTOPOB, NMpe3epBaTuBbI ABMAOT-
csl Hanbornee pacrnpocTpaHeHHON NPodUNaKkTU4YEeCKon me-
pov Ans CHUXeHWs ypoBHS MHpuumposarmsa UMMM, nx uc-
nonb3oBaHne cpeay MOSIOAEXM B OCHOBHOM HarpasfieHo
Ha NpegoTBpaLleHne HexenaTenbHon 6epeMeHHoCcTH [15].

CHuxeHue ypoBHs 3a6onesaemocTtun VMMM cpeam mo-
noAbIX Noaen ocTaeTcs Cepbe3HOM NpobnemMon ana Megu-
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LIMHCKUX paboTHUKOB B pa3finyHbix cTpaHax. Ob6ecneveHve
00CTaTO4YHbIM MHPOPMUPOBAHMEM 3TOW LENeBOn rpynnbl
O puUcKax uU Mepax npounakTUKn WHpeKUMn aBnsetcs
ob6a3aTenbHbIM YCNOBMEM [N CHUXEHUS YPOBHSA 3a60-
nesaemoctu UMMM n BUY-uHbekumn cpean HaceneHus.
B 6onbluMHCTBE MccnegoBaHUM M3ydanacb CBA3b OOHOW
nm3 VMMM (nanpumep, BN [16], BUY [17, 18] wnn BMY
[19]) c ocBeLOMNEHHOCTLIO, 3HAHWAMM, NOBEAEHNEM U 3MK-
OEeMUOSIOrMYEeCKUMU XapaKTepUCTUKAMU B KOHKPETHbIX Lie-
NeBbIX rpynnax, Hanpumep, TakMx Kak Monofble My>X4uHbl,
npakTuKyoLme cekc ¢ Myx4imHamm (MCM), unu B rpynne
MeAULIMHCKNX PabOTHUKOB.

HacTtosuwee nccnegoBaHve udyyaet npobnemy B Le-
JIOM, CpaBHMBas pesynbTaTbl ONPOCOB MOMOAbIX Noaewn
OBYX pasHbIX MOKOMEeHnn ¢ pasHuuein B 20 NeT 1 BbIABNAA
TEeHOEeHUMN B U3MEHEHUW KX MOSIOBOro nosBefeHus. Tak,
B NPOBEAEHHOM paHee UCCnefoBaHUN PECNOHOEHTbI, onpa-
wuneaemble B 2001-2002 rr., 6611 0603HA4YEHbI Kak Mo-
KoneHve Y — 37O nogu, poameLumecs B nepuog ¢ 1983
no 2000 r., a onpawwsaemble B 2017—2020 rr. Kak NoKo-
neHve Z — niogu, poXaeHHble B HOBOM ThiCAYeneTumn, —
¢ 2001 no 2015 r. [20].

lMokoneHuwe Y (MUnneHuarnbl) pOguUmch Ha CTbIKE Tbl-
ca4eneTuin. MMaBHbIMU (pakTOpamu, KOTOpble MOBAUANN
Ha CTaHOBMIEHWE MUPOBO33PEHUS MUMNEHNANoB, cTanu
OKOHYaHWe xonofHow BouHbl U pacnag CCCP. Uwmen-
HO OHUM ABNSAIOTCA MOKOMEHMEM «MNEepBOOTKPbIBATENEN»
B Megua.

HoBoe nokoneHne Z (UeHTeHuanbl, 3ymMepbl) — 3TO
nepBoe MOKONEHWEe MNOAPOCTKOB, KOTOpPOE MNpakTUYecKu
C poxaeHua nMmeet goctyn Kk MiHTepHeTy. Kpome Toro, no-
KoneHve Z — nepBoe NokKosieHue, NofHOCTbI0 POAMBLLEECS
BO BpeMeHa rno6anmsaumm n nocTtMoaepHu3mMa.

HecmoTpsa Ha TO, YTO MUAfieHManbl TOXe B3pocnenu
C VIHTEepHeTOM, OHW He UMenu K HemMy KpyrfiocyTOYHOro
MOGUBLHOro JOCTYNa Kak NokKoneHue ueHteHnanos. [Npea-
CTaBUTENN MOKONEHNa Z akTUBHO UCMOSb3YIOT NiaHLLETbI,
VR- n 3D-peanbHocTb. Tenepb WHTEpHET He orpaHnymBsa-
€TCA OOMAaLUHMM KOMMbIOTEPOM U MOXET 6bITb AOCTYNEH
B NMo601 MOMEHT 6narogaps HoBbIM MOGUIbHLIM Tenedo-
HaM, cMapTdOHaM UMM KapMaHHbIM YCTPONCTBAM.

Ecnu nokoneHne Y B OCHOBHOM 06LLIAETCS C MOMOLLIbHO
TEeKCTa Unu ronoca, To NoKoneHne Z npenmyLLecTBeHHO Uc-
nonb3yeT BUAEO, BUAEOTENEOHMIO U T.4. ITO NoAHepKu-
BaeT nepexof OT NepcoHanbHOro KoMnbloTepa K cMapTdo-
HY U OT TEKCTOBOro gpopmata K sugeogpopmary. Moatomy
COBPEMEHHOE «LMhpoBOE» MOKONEHNE MONOAEXM (DOPMU-
PYET HOBYIO 3TUKY KOMMYHUKaLMNA.

MegunanoTpebneHue 3TUX ABYX MOKOMEHUA pasfnyHo,
KaK M UX OTHOLLEHME K UHCTUTYTY CeMbM U 6paka. B no-
KoneHun Y (MunneHuarsnbl) HET Kakmx-Nnbo BbIPaKEHHbIX
TeHOeHUMA B 06NacTax penuruu, nonvTUKK, UCKYCCTBa
M Ap.; HANPOTUB, SPKO BblpaxeHa TeHAEeHUNS «ObITb He Ta-
KUM, KakK BCe» U NpuY 3TOM Kak MOXHO sipye «BblOeNnsaTbCs
13 Tonnbl». [peactaBuTeny NOKONEeHNs Y CKMOHHbI OTTAMN-
BaTb Nepexof BO B3POCHYIO XU3Hb Ha 6051ee AONrMi CPok,
YeM UX CBEPCTHUKM B NpeabloyLLMX MOKONEHUAX, a Takxe
Jonblle 0CcTaBaTbCs XUTb B pOoAUTENIbCKOM Aome [21-23].

Taknm o6pas3omM, uccnenoBaTeNbCKUin UHTEPEC K N3y-
YEHUIO U CpaBHEHMI0 OCOBEHHOCTEN MOMOBOro NoBeaeHus
1 uHdopmmposaHHocTn 06 UMMIM/BNY-nHdekLmmn pasHbix
NOKOSIEHUI BMOMHE 060CHOBAH.

Llenb uccnepoBaHuA: CpaBHUTENbHbLIA aHaNN3 NonoBo-
ro NoBefeHns 1 oLeHKa ypoBHA 3HaHuin 06 VMMM n BUY-uH-
dhekLmm cpeny Monofabix Nnoger (nokonenmsa Y u Z).
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MeToab!

06beKTbI (y4acTHUKM) UCCTIEA0BAHUS

YyacTHMKaMn HacTosALLEero MccrnegoBaHna 6bin CTy-
OEHTbI-OHOLLK, obBy4aroLimecs B NATU rOCYyAaPCTBEHHbIX
BbICLLMX y4ebHbIX 3aBegeHnsx: HoBOCMGUPCKOM BOEHHOM
nHcTuTyTe MmHucTepcTea BHyTpeHHux gen PO (HBU BB
MBO P®), Cubupckom rocygapCTBEHHOM YyHUBEpCUTETE
nyten coobliennii (CrYrcC), Cubupckom rocygapcTBeH-
HOM YyHMBEpCUTETE TENEKOMMYHMKaUMA N MHAOPMATUKK
(Cnblr'yTH1), HoBocnbmpckomM rocynapCTBEHHOM MeauLIMH-
ckom yHuBepcuteTe (HFMVY) n Hoeocubupckom rocypap-
CTBEHHOM nepgarorm4yeckoM yHusepcutete (HITY) ropoga
Hosocubupcka B nepuog 2001-2002 rr. (321 cTygeHT)
n 2017-2020 rr. (451 cTygeHT).

Lun3aiin nceneposanns

WccneposaHne nposogunock B Tpu 3tana. [lepsbin
3Tan BKJOYan aHKeTMpoBaHue MOSOAbIX Jofen nokorne-
Hua Y (2001-2002 rr.), n = 321. Ha BTopom 3Tane npo-
BOAMIIOCb aHKeTMpOBaHWE MOMOAbBIX NoAen rnokoneHna Z
(2017-2020 rr.), n = 451. Ha TpeTbem 3Tane npoBefeH
CpaBHUTENbHbIN 20-NeTHUI aHann3 rnosly4eHHbIX pesynsra-
TOB aHKETUPOBaHUA cpeay MoNoabIX Nofer pasHbiX MoKo-
nennii 8 2001-2002 1 B 2017-2020 rr.

Kputepuu cooTseTcTBuA

KpVITepI/IVI BKJTIO4EeHUA pecCrnoHOeHTOoB: nopgnuncaHune
MHd)OpMMpOBaHHOFO cormacuna Ha y4vactme B coumonoru-
HYeCKOM onpoce; BO3pacCT pecrnoHOeHTOB cTapLue 15 ner;
pecnoHOeHTbl MYy>XCKOro nona. KpI/ITepI/II/I MCKNKO4YeHNa pec-
NMOHOEHTOB: HeI'IOJ'IHoe/HeI'IpaBVIHbHoe 3anoJjiHeHne aHKeThI,
OTKaa3 pecnoHaeHTa OT y4acTua B COLUMOSIOrM4eckomMm onpoce.

[pogomxNTeNbHOCTb NCCIIEA0BAHNS

WccnepgosaHue nposoamnocs B nepuof ¢ 2001 no 2002
nc 2017 no 2020 r., TeMm cambiM 06LLARA ONNTENBHOCTb UC-
cnegoBaHusa coctasuna 20 ner.

Hexoael ncenenoBanns
OCHOBHOM UCX0p, uccnepoBaHusa: Oblna BbisBNe-
Ha MoNoXWUTeNbHas OMHaMMKa CeKcyanbHOro MnoBefeHust
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y toHoLlen, onpolleHHblx B 2017-2020 rr., No cpaBHEHUIO
C loHoLwamu, orpotueHHbiMu B 2001-2002 rr. PesynstaTtbl
NpoBefeHHOro nccriefosaHns TpebyloT CoBepLLIEHCTBOBA-
HWs MeTo[oB nepeuyHon npodunakTku UMMM nv BUY-unu-
deKkumn B COOTBETCTBMU C MOSy4EeHHLIMU AAHHBIMU O CO-
BPEMEHHbIX TEHAEHLMAX U NMPEANOYTEHUNAX MO UCTOYHUKAM
MHbopMaumn y MONoabIX Nofen.

CratucTnyeckui aHanm3s

MeToAabl CTaTUCTMYECKOro aHanus3a AaHHbIX: CTa-
TUCTUYECKMIA aHanM3 NpoBefdeH C WCMONb30BaHWEM Mpo-
rpamm Microsoft Excel n SPSS. OueHnBanuce Kputepui 2
1 HesaBucuMbIn t-kputepuii CtblogeHTa. CtaTnctuyeckas
3Ha4YMMOCTb Oblfla ycTaHoBMeHa kak p < 0,05.

PesynbTtartbl

OCHOBHbIE PE3Y/bTaThl UCCIIEA0BAHNS

B 2001-2002 1 2017—2020 rr. npoBedeHO aHKeTUpO-
BaHWe CTYOEHTOB BbICLUMX 06pa30BaTesibHbIX YHPEXOEHWN
ropofaa Hosocubupcka. Becero B onpoce y4actsosano 772
toHown, n3 Hux 321 ctygeHT (HBY BB MB[ P®, CI'VYIIC,
Cnelr'YTW) npuHan ydactne B onpoce B 2001-2002 rr.
n 451 ctygeHt (HFTMY, CI'YMC, HIMY) B 2017-2020 rr.

MepBas 4YacTb aHKeTbl BKMto4Yana BOMPOCHI, OTpaxa-
owme 3HaHua ctygeHToB o UIMMM/BUY-mHekuun, nyTax
nepegadn, mMetojax npogunaktuku. MNMpu cpaBHeHUU pe-
3yNnbTaToB OTBETOB CTYAEHTOB pasHbIX rofoB 00yYeHus
6bINU BbIIBNEHbI CYLLIECTBEHHbIE OTNN4MA: 20 NeT Ha3apd oc-
HOBHbIM UCTOYHUKOM MHpOpMaLMM O NOIOBOM NMOBEAEHUN,
NOMb3YIOLLMMCS [OBEPUEM Y HOHOLLEN-CTYAEHTOB, Obinn
6ecenpl ¢ apy3bsamun (76,0%). Monogele nogn [ocToBep-
HO Yaule (p < 0,001) nonyyanu nHdopMauuo O MoSIOBOM
nosegeHun n UMMM 3 Tenenepepa4, ctaten B rasertax
M XypHanax, a Takxe crneunanbHon nuTtepartypbl. Ons Hoel-
HeluHero nokonexus (2017-2020 rr.) OCHOBHbIM UCTOYHU-
KoM uHdpopmaumm ctan NHtepHeT (80,0%). KOHOWKM, 06y-
yarowpmecs B Bysax B 2001-2002 rr., 6onblLUee 3Ha4YeHMEe
npugasanu 6ecegam ¢ nNosioBbiMy naptHepamu (p < 0,001)
B OTNn4me ot ctygeHTo 2017-2020 rr. (tabn. 1).

Mpu aTOM TEHAEHLMM YMEHbLLEHUS BO3pacTa Havana
NMONIOBOM XM3HU 3amMe4yeHo He 6bino. CpegHui Bo3pacT

Tabnuua 1. CpaBHUTENbHbIE JaHHbIE, KACAMOLLMECS UCTOYHIKOB MHDOPMALIA O NOSIOBOM MOBEAEHNM ABYX NOKONEHUA MOMOAbIX HOLEN
Table 1. Comparative data regarding sources of information on sexual behavior of two generations of young people

WcTo4Huk nonyyenus uacpopmarmuu 06 UNMN
1 BUM-uHhexkymumn

CTyaeHTbl, CTyaeHTbl,
ONpoLIEHHbIE OnpoLIeHHbIE
B 2001-2002 rr. B 2017-2020 rr. p

(nokonenue Y) (noxonenue Z)

NHTepHeT 15,0% 80,0% 0,001

becenbl ¢ apy3bamu 76,0% 67,0% 0,159

becesibl ¢ N0N0OBLIMU NAPTHEPAMU 63,0% 40,0% 0,002
MeauumHcKme yupexaeHus 28,0% 27,0% 0,875

becepbl ¢ pogutensamu 20,0% 21,0% 0,861

CMW (tenenepenayu, paguo) 53,0% 27,0% 0,001
CneumnanbHas nutepatypa o NofoBbIX Npobremax 56,0% 18,0% 0,001
CTaTtby B rasetax v KypHanax 63,0% 19,0% 0,001

Becefbl ¢ Apyrumu 6113KUMN POACTBEHHUKAMN 7,0% 9,0% 0,603
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Ha4ana nonoBown Xu3Hu 20 net Hazapg (nokonexve Y) co-
ctaBnan 15—-16 net, a y 6onee MOMIOLOro NOKoseHUs (no-
KoneHve Z) BO3pacT Hadvana MosioBOM XU3HWU NpUXoauncs
Ha 15,5 ropa.

Hanuyne nocTosHHOro nofioBOro naptHepa ykasanu
66,4% toHowen B 2001-2002 rr. 1 57,2% toHowen B 2017—
2020 rr.

BbINo 0OTMEYEHO yBenUYEeHME KONMYEeCTBa FOMOCEKCY-
aribHbIX NOMOBbLIX KOHTAKTOB: 20 fIET Ha3afg O Hann4un Ta-
kKoro onbita coobwmnm 1,5% toHowen, a B 2017-2020 rr.
06 9TOM YNOMSAHYKN yXe 2,2% MonofbIxX nogen.

Bonee 60% onpolueHHbIx B 2001-2002 rr. toHoLIen
BCTynanu B CeKcyasibHble OTHOLLUEHUS C Masio3HaKOMbIMMU
XeHLmHaMn, n3 Hux B 12,0% cnyyaeB B COCTOSIHUW anko-
rofibHOro onbsiHeHWsA. B HblHellHee Bpems (NokoneHve Z)
B CeKCyasibHble OTHOLUEHWUSI C ManNo3HAKOMbIMU XXEHLLNHA-
Mu BcTynanu nuwb 41,0% toHoLuen, na Hux B 9,0% cnyvaes
B COCTOSIHUW anKOrosibHOro OnbsiHeHUS (Tabn. 2).

lMoBog pnsA BCTYyNneHWs B CeKcyalnbHbIA KOHTaKT
CO CBOMM MApTHEPOM OCTasncs NPeXHUM Kak ans rnokone-
HUa Y, Tak 1 Ons NokoneHusa Z: Ha nepBoM MecTe Yy 060mx
MOKOJSIEHUI ObINO MOSIOBOE BrieYeHue (TakoW BapuaHT OT-
BeTa Bbl6pano 42,6% crtygeHtos B 2001-2002 rr. n 49%
ctygeHToB B 2017-2020 rr.), BTOPbIM MO MOMYSSAPHOCTU
BapuaHTom 6bina mo6oBb (11,9 n 48,1% COOTBETCTBEHHO),
ocTalbHble BapuaHTbl — No6onbITCTBO (8,3 1 18,4%), Ha-
cunmve (0,3 n 0,7%), ankorofibHOE U HAPKOTUHECKOE Orbsi-
HeHue (2,2 n 6,9%).

Mpu aHanuse perynsapHOCTU MUCMONb30BaHUA Npes3ep-
BaTMBOB Cpeau CTyAeHTOB, obyvarowmxca 20 net Hasag,
oKasanocb, YTO MCMONb30Banu npes3epBaTuBbl «BCer-
na» — 18,0%, «B 60nblLUMHCTBE cnyyaeB» — 45,0%,
«mHorga» — 17,0%, «pegko» — 13,0%, «HuKorga» — 7%.
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B uenom 63,0% toHOWwen — cTydeHToB By30B HoBocu-
6upcka B 2001-2002 rr. ucnons3oBanu npesepsaTmBbl
NPy CekcyanbHOM KOHTaKTe «Bcerga» WnM «B OGONbLUNH-
CTBe cny4aeB». AHanNn3 OTBETOB HbIHELUHEro MOoKoeHns
CTYOEHTOB MnokKasan HebosbLIOe YBenuyeHne npuBepxeH-
HOCTU K MUCMONb30BaHMI0 6apbepHOro MeTofa KoHTpaLen-
Luun: mcnonb3osanu npesepsaTtuMebl «Bcerga» — 31,0%,
«B 60NnbLUMHCTBE cnyyaeB» — 38,0%, «uHorga» — 14,0%,
«penko» — 12,0%, «Hukorga» — 5,0%.

Takum obpasom, 69,0% loHoLLEeNn — CTYAEHTOB BY30B
r. HoBocubupcka ncnonb3osanu npesepsaTvBbl Npu Noso-
BOM aKTe «BCcerga» unm «B 60MbLUMHCTBE Cny4vaes». Cpas-
HUTENbHLIM aHann3 pesysibTaToB aHKETUPOBaHWUA BbISIBUN,
YTO CTYAEeHTbl, onpolleHHble B 2017-2020 rr., gocToBep-
Ho 4aule (p < 0.05) ucnonb3oBann npesepsaTns «Bcerga»
npu MOMOBOM KOHTakTe (Tabn. 3). Mpu 3Tom oTMe4aeTcs
WHTepecHas TeHAEHUMA: Yy MOMOJOro NOKoseHns Bo3pocna
YyactoTa MCMonb3oBaHUsA MNpe3epBaTvBOB, a KONMU4ecTBO
nogen, cuvTalowmnx npesepBaTvB  HafeXHbIM  MeToAoM
KOHTpaLEenuUun 1 He UCTIbITLIBAIOLLMX CMYLLIEHUS NPU MOKYIM-
Ke npesepBaTMBOB, YMeHbLUMnocb. Tak, B 2001-2002 rr.
He cuyuTann 4YeMm-TO MOCTbIOHLIM MOKYMNKY Mpe3epBaTvBOB
84,0% cTynaeHToB B cpaBHeHUM ¢ 73,2% cTyaeHToB B 2017—
2020 rr. bonee nogpo6Hble pe3ynbTaTbl ONpoca KHOLLEN
B 2001-2002 rr. 6bInMn paHee onNy6nMKOBaHbI B XypHarne
«BeCcTHUK gepmaTonorum u BeHeposnorum» [24].

06cyxpeHue

Pe3tome 0CHOBHOIo pe3ysbTara NccieoBaHNs

B xome wvccnegoBaHua 6binv BbiSBIEHbI pa3nuyus
B OTHOLLEHWM MOJIOBOrO MOBEAEHUS Y MOSIOAbIX Noden
OBYX pasHbix nokoneHun (Y un Z). 31 pasnmuma 3aknio-
4aloTCa B UCTOYHUKE nonyveHusa nHgpopmauum o6 UMM,

Tabnuua 2. Pacnpeaenexue 0TBETOB PECTIOHAEHTOB [iBYX NOKONEHMI Ha BONPOC: «[p1X0AMn0ck n Bam BCTyNaTb B CEKCyanbHbIe OTHOLIEHIS C MAN03HaKOMbIMIA NKOABMN?>>
Table 2. Distribution of answers of respondents of two generations to the question: “Have you ever had sexual relations with unfamiliar people?*

AHanu3npyemble 0TBETbI

CTy[eHTbI, ONPOLLIEHHbIE
B 2001-2002 rr.
(nokonenue Y)

CTYAEHTbI, ONPOLIEHHbIE
B 2017-2020 rr.
(nokonexue Z)

Het 37,0% 59,0%
[a 51,0% 32,0%
[la, B COCTOSHWM aNIKOr0NbHOr0/HApPKOTUYECKOT0 OMbAHEHMSA 12,0% 9,0%

lMpumeyanne: pasnuyme mexay AByms nokoneHusmu (y2 = 9,820, df = 2, p < 0,01).

Note: difference between two generations (x? = 9.820, df = 2, p < 0.01).

Tabnuua 3. CpaBHUTENbHbIE AaHHbIE, KACAHOLLMECS HACTOThI UCMOMb30BAHIS NPE3EPBATIBA [BYMS MOKOMEHUSIMI MOSIOABIX Nt0Aei
Table 3. Comparative data on the frequency of condom use between two generations of young people

CTYAEHTbI, ONPOLLEHHbIE
B 2001-2002 rr.

AHanu3upyembie 0TBETbI
(nokonenue Y)

CTyAeHTbl, ONpoLeHHbIe
B 2017-2020 rr. p
(nokonenwue Z)

Bcerna 18,0% 31,0% 0,033

B 60nbLUNHCTBE CNy4aeB 45,0% 38,0% 0,316
WNHorpa 17,0% 14,0% 0,558

Penko 13,0% 12,0% 0,831
Hukorpa 7,.0% 5,0% 0,552

Il BecTHuk gepmaTonorumn n BeHeponorun. 2022;98(6):81-88
B Vestnik Dermatologii i Venerologii. 2022;98(6):81-88
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rOTOBHOCTM BCTyNaTb B NMOMOBbIE KOHTaKTbl C NAPTHEPOM
OJHOro Mnosa 1 OTKPbITO rOBOPUTbL 06 3TOM CEKCyallbHOM
onbITe, CKTOHHOCTU K NPOMUCKYUTETY. Takxe 6bin Hait-
LeHbl pasnuyns B NPUBEPXXEHHOCTU OHOLLEN K UCMOoNb30-
BaHMIO 6apbepHOro MeToaa KoHTpauenuumu.

06cyxfieHne OCHOBHOIO pesynbTara UcCieA0BaHNsS

Pegynkrathl, nonyyeHHble B Xofe WccrefoBaHus, fe-
MOHCTPUPYIOT pasHuLly B NONOBOM MOBEAEHUN MeXIY ABYMS
MOKONEHWAMU toHoLen (cM. Tabn. 1-3). Pasnnumsa 3aknioya-
IOTCA B TOM, 4YTO 60fiee Mosiofoe MOKOSIeHNe MeHee CKITOH-
HO K BCTYMMNEHUIO B MOMOBbIE KOHTaKTbl C Malo3HakoMbIMU
nogemn (p < 0,01). NMoMUMO 3TOrO, HbIHELLHEE MOKOSIEHNe
(nokoneHne Z) npogemMoHCTpUpoBano 6oriee BbICOKYH 4a-
CTOTY WMCMOMb30BaHWs npe3epsaTtveos (p < 0,05). B aHano-
rMMYHOM uccnegosaHuu, nposedeHHoM B 2018 r., 6onbLue
MOSIOBMHBI CTYAEHTOB NOATBEPANIIO CBOE MOSIOXUTENBHOE OT-
HoLLieHMe K 6apbepHOMyY MeToay KoHTpauenumm [25]. [JaHHble
(hakTbl, BMOSHE BEPOATHO, SBMAIOTCA CrNeACTBMEM BO3POC-
e maccosor nponaraHgbl npocpunaktrkn UMMM/BUNY-mH-
dhekumm 3a nocnegHue gecatuneTus. ToT gakT, YTo Monofasle
noau ceryac nonyyaroT MHOPMaUMIo MO BOMHYIOLLMM UX
BOMpocam n3 cetu VIHTepHeT, Takke MOXET NpUBoaunTb K Mo-
BbILLEHNIO OCBELOMITEHHOCTHN, Tak Kak VIHTepHeT nossonset
nosyynTb camble NocnefHve JaHHble U HOBOCTW, a Takxe
3Ha4MTENbHO pacLUMpsAeT JOCTYN K MHdopMaumm B OTin4ne
OT TakMX MCTOYHUKOB, KaK KHUrM U Tenenepenayn, Kotopble
6bITM OCHOBHBLIM WCTOYHWMKOM WHOPMauuMM Ans MornofbIxX
nopert B 2001-2002 rr. OtaenbHO Xo4eTcsl OTMETUTL Gonee
BbICOKYIO YaCTOTY OfHOMOSbIX KOHTAKTOB Y OHOLLIEW. BepoaT-
HO, 3TO CBAI3AaHO HE CTOSLKO C UCTUHHO BO3POCLLIEN HYAaCTOTOMN
TaKMX KOHTAKTOB, CKOJSIbKO C MOBbILLEHNEM TOMEPaHTHOCTU
06LLIeCTBa N CHVXXEHMEM CTpaxa roBopuTb 06 3TOM.

Tak WM uvHaye, MHorve akTopbl, TakuMe Kak
He 100%-A MpUBEPXEHHOCTb K UCNOSIb30BaHUIO MNpe3ep-
BaTMBOB WM BCTYM/IEHNE B MOSIOBYIO CBSA3b C Marno3Ha-
KOMbIMU TIOABMU, NO Ceil AeHb OCTalTCs aKTyalbHbIMU
npobnemamn. OTO CBMAETENbCTBYET O TOM, Y4TO MHAOP-
MUPOBaHMA HEQOCTaToOYHO U TpebyloTca Apyrue AOMosHu-
TenbHble Mepbl No npodunaktuke UMMMN/BUY-nHdekumnm
cpegn mMornogexu. HecMoTps Ha LLUMPOKO pacnpocTpaHeH-
HOe MHEHWe 0 TOM, YTO NOSI0BOE BOCMUTaHWE, MPOBOAUMOE
B 06pa3oBaTenbHbIX YHPEXAEHUAX, MOXET CHU3UTL CKIOH-
HOCTb MOMOAbIX NOAEN K PUCKOBAHHOMY MONOBOMY MOBe-
OeHunto, 6bI110 NPoBefeHO HECKONBbKO paHAOMU3NPOBaHHbLIX
nccneposaHuin, [OCTaTOYHO KPYMHbIX, YTOObI y6eanTensHo
nokasaTb, YTO 3TOro HeJoCTaTO4HO [26, 27].

HekoTopble 13 3apybexHbIX ny6nukauun cengetenb-
CTBYIOT, 4YTO MOMOBOe BocnuTaHWe 9PPEKTUBHO [26],
HO 6OSbLUMHCTBO PaHOOMU3NPOBaHHBLIX UCCefoBaHNi
npegnonararT, YTO 9TO He TakK OfgHO3Ha4yHo [27]. B He-
CKOMbKMX 0630pax rno rnporpamMmmam cekcyasnibHoro 3gopo-
Bbsl ObINT cAenaH BbIBOA O TOM, YTO MONOBOE BOCMUTaHWe
MOXeT 6naroTBOPHO BMUATL HA MOBefeHWe, XOTa AoKasa-
TeNbCTBA NOYTU MOSTHOCTLIO MOSYyYeHbl B pe3yrnbTaTte aKerne-
pUMEHTarnbHbIX, a He PaHOOMU3NPOBaHHBIX UCCIe[oBaHN
[28-30]. B ogHOM 13 MeTaaHanu3oB 6bIf0 NpeacTaBneHo
0eBsATb  paHOOMU3NPOBAHHBIX  MUCCEefoBaHWA  MOMoBOro
BOCMUTaHUA B LUKOMAax, N TOMbKO OOHO M3 HUX MokKasasno
3Ha4YUTENbHOE TMOSIOXKUTENbHOE BIMSHWE Ha MoBefeHune
mMonogplx nogen [28, 31-33].

Taknm 06pa3om, MONoBoe BOCMUTaHWE C 60MbLUEN
BEPOATHOCTLIO MOBNUSIET HA MOBeAeHue, eCcrnv OHO Y3KO-
HanpasneHHO, COAEPXWUT YETKUN MOBEedeHYEeCKU MOoChin
N pasBMBaeT HaBbIKM BefeHWs neperosopoB. Ha cero-
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OHSILUHWA OeHb MOMOBOE BOCMUTAHWE MPOBOAUTCS yyuTe-
NSIMK, BHELUHUMU 3KCMepTamu, CTapLUMMK TOBapuLLaMu
WNU MpY codeTaHnmn Bcex Tpex hakTopoB. PesynstaTsl ne-
PEYUCNEHHBIX BbILLE UCCIIeJOBaHWIN NoKa3bIBaKT, YTO 3TO-
ro HEAOCTATO4HO.

3aknioyenue

B Hactosiwlem wuccnefosaHvM NpefcTasfieH aHanva
0COBGEHHOCTEN MOIOBOro NOBeOEeHNst U OLEHKU 3HAHWI MO-
noppix nopert B otHowweHun UMMNM/BUY-nHdekumm, ces-
3aHHbIX C HUMW PUCKOB 3apaxKeHusi 1 MepBu4HON npodu-
NakTUKW. lony4YeHHble faHHble CBUAETENLCTBYIOT O TOM,
YTO 6OMBLLUNMHCTBO 06CNEeJOBaHHOIO HaceneHuss oceefomIe-
Ho 06 UMMIM/BUY-mHbekumm, a Takxke 06 OCHOBHbIX NyTAX
nepega4n UMNMM/BUNY-nHdpekumn. Bbino BbisBneHo pasnu-
yve Mexgy ABYMs NOKoneHnaMu monogplx mogen (Y n Z),
KOTOpOE 3aKIo4anock B crocobe nony4eHus nHgopmaum
06 UMIMN/BUY-nHdbeKUMN, MEHbLLEW CKIIOHHOCTU BCTYNse-
HWA B NOMOBOW KOHTaKT C Mafio3HaKOMbIMU NOABMU, 607b-
e NpUBEepXXEHHOCTLIO K MCMONb30BaHUIO Npe3epBaTMBOB
1 60sbLLER YacToTe OHOMOSbIX KOHTAKTOB.

BbIsiBNieHHblIE OCOGEHHOCTM MOSIOBOr0 MOBEAEHUsI CO-
OTBETCTBYIOT pas3nnynsaM B MNCUXOSOrMYECKMX XapakTepu-
CTMKax [ABYX MOKOMEHW: npefcTtaBuUTeNnu rnokonexns Z —
yBepeHHble B cebe WHAMBMAYanUCTbl, CaMOCTOATEeSbHbIE
B MNPUHATUM pEeLUeHUI, KacaloLMXC Kapbepbl, CembM,
6nU3KMX OTHOLLIEHUI, TOrAa Kak niogn nokoneHna Y — me-
Hee yBepeHHble B cebe, 3aBUCUMbIE OT MHEHUs CTapLUnx
1 CMW, ncnbITbIBaOT TPYAHOCTY NPU OTAENEHNM OT POAUTeE-
nen nNpu nepexofe BO B3POCHNYIO XW3Hb. [okoneHne Y npo-
JoImKaeT OpUEeHTUPOBAaTLCA MPU MONyYeHUn MHopMauum
Ha TpaguLMOHHBbIE WCTOYHWUKW: creumansHasa nureparypa,
cTatbu B rasetax u xypHanax, CMW, 6ecenpl ¢ apy3bamm
M NOmnoBbIMK MapTHepamu. Y nokoneHuns Z, KoTopoe 3aKo-
HOMEPHO Ha3bIBaKT LIMAPOBLIM MOKONIEHNeM, HabnoaaeTcs
KornoccasbHbI cOBUM B CTOPOHY IHTepHeTa kak OCHOBHOMO
NCTO4YHMKA MHpopMaumn (0T 15% y nokonenna Y go 80%
y nokonenus Z). 3T 0CO6EHHOCTN COBPEMEHHOrO MOKOose-
HWA BaXKHO y4uUTbIBaTL MPU CO34aHMK MporpamMm npodunax-
T1kn UMMN/BUY-mHdbekumm.

Mo paHHBLIM 3apybexHbIX WuccnegoBaHui, nporpam-
Mbl MPOCBELLEHN B 06pa3oBaTeribHbIX  YYpeXAeHUax
He BO BCEX Clyyasx OKa3blBalOTCA [OCTaTO4HO 3hdeK-
TMBHbIMWU. HeobxoomMma maccoBas nponaraHga 300pOBOro
obpasa xm3Hn n npodunaktrkm UMNMNM/BUNY-nHbekumm,
yunTbIBas COBPEMEHHbIE TEHOEHUMM W Crocobbl Mnosny4e-
HUA MHOPMaUMKM Y MOMOJOro nokoneHus. Kpome Toro,
MOryT 6bITb peanu3oBaHbl HauWoHasIbHble MPOrpaMMbl
Mo MOBbILLEHMIO OCBEAOMIIEHHOCTU Mornogexu o6 UMMM/
BUY-uHpekuun. Takxe TpebytoTcs ahdekTnBHOE pacnpo-
CTpaHeHue COOTBETCTBYIOLLIMX HayYHbIX 3HaHWA, U3MEHEHNe
NPUCYTCTBYIOLLMX Y NOAaBnsioLero 60MbLUNHCTBa MOJIOo-
[Oro HaceneHusi HenpasBuIbHbIX YOEXOEeHUA N KOHLEenuui
B oTHoweHun UMMMN/BUY-nHdekumn. KoHcynstnpoBaHwve,
npocBeLleHne U MHpopMMpoBaHe SBASIOTCA BaXKHbIMU
NPoUNakTUHECKUMN Mepamun, KOTopble HeobXxoamMMo UC-
nonb3oBatb NpoTMe pacnpoctparenns UMMM/BNY-nHbek-
umun. Kpome Toro, Heo6xoanmo npoBefdeHne COOTBETCTBYIO-
LLMX Hay4HbIX UCCNefoBaHumn, COCPefoTOHEHHbIX Ha OLeHKe
3(PPEeKTUBHOCTU NOMOBOrO BOCTNUTAHUS U €ro coLlmansHOro
BO3[ENCTBUA HA MOSIO[0Ee MokoneHne. KoMmouHupys BbiLle-
YrMOMSIHYTblE Mepbl, MOXHO [OCTUYb 60siee MOSIHOro U Cy-
LLIECTBEHHOr0 YPOBHS MONOBOrO BOCTUTAHUS, YTO NpuBeaeT
K MpefoTBpaLlEeHnio COOTBETCTBYIOLLMX MEAULIMHCKUX U CO-
umarbHbIx npobnem B cospemerHom obiectee. i
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MCHOABSOB&HHC AQ3EPHOTO U3AYIEHHUA C AAMHOM BOAHBI 585
u 1064 aM AAf AcdeHHA 0a3aABHOKAETOYHOTO PaKa KOKU

© CaittbypxaHos P.P.*, Konapaxua W.H., Mnaxosa K.1., Ky6aHos A.A.

[0CYAapCTBEHHbIA HAYYHbIiA LIEHTP [EPMATOBEHEPONOTUIA 11 KOCMETONOrAK
107076, Poccus, r. Mocksa, yn. Koponerko, 4. 3, ¢1p. 6

O60cHoBaHMe. ba3anbHOKNETOUHbIN paK KOXN — caMOe pacnpoCTpaHeHHOe 3110Ka4eCTBEHHOE 3MNn-
TenvanbHOe HOBOOGPAa30BaHUE KOXM Yy CBETIIOKOXMUX NI0AeN, KOTOpoe COCTaBMAeT OKOMO ABYX TpeTewn
BCEX CNyYaeB paka KoXu y gaHHorn nonynauun. O4arn onyxonu nmMerT Noaaep>XX1UBatoLLy0 COCyaNCTYIO
ceTb, KoTopas CNyXUT MULLIEHbLIO A5 COCYOQUCTLIX CENEKTUBHBIX N1a3epoB.

Llenb uccneposanus. OueHnTb 3PP eKTbI, OKa3biBaeMbIE NTa3epHbIM U3NTYHEHNEM C OJIMHOM BOMHbI 585
1 1064 HM Ha COCyOUCTYIO CETb Pa3fINYHbIX (hOpM 6a3anbHOKIETOHHOMO paka KOXu, C NOMOLLbIO Aepma-
TOCKOMUYECKOro U MPUXMU3HEHHOTO KOH(POKaIbHO-MUKPOCKONMNYECKOrO NCCNefoBaHUs.

MeTtopbl. B nccnegosaHue 661510 BKo4eHO 20 nauneHToB ¢ 20 o4aramMu rmcTonorn4ecku nogTBepx-
OeHHOro 6a3anbHOKNETOYHOr0 paka KoXu, Nony4aBLlnx fiedyeHne ¢ npuMeHeHnemM UMNynbCHOro nasepa
Ha Kpacutene (anvHa BonHbl 585 HM) U ANMHHOMMMYNLCHOrO HEOAUMOBOIO Nlasdepa (anvHa BomnHbl 1064
HM) B YC/IOBMAX KOHCYNbTaTUBHO-AnarHoctndeckoro LeHtpa ®rey «rHUOK» Munagpaea PO B nepuog
€ 2021 no 2022 r. 3 heKTUBHOCTb Tepanum oueHmBanachk ¢ MOMOLLbIO HEMHBA3MBHbLIX METOOO0B MUCCe-
JOBaHUA KOXHOro Nnokpoea.

Pesynbtatbl. [0 pe3ynstaTtam ABYXneTHero nepuoga HaénogeHusa otmedaetca 100% appeKTnBHOCTb
Tepanuu B o6eunx rpynnax, y 2 naumeHToB, NoslyyaBLUMX Nle4eHue ¢ MOMOLLbI0 HEOAMMOBOroO nasepa,
BbIIBNIEHO (hopMmnpoBaHue runeptTpodnyecknx pyoLioB B 30HE fiedeHus.

3akntoyeHue. JleveHne nayneHToB ¢ 6a3anibHOKNETOYHbIM PAKOM KOXM C MOMOLLbIO CENEKTUBHbIX
COCYOMCTbIX NIa3epoB MOXET 6bITb 3(PhEeKTUBHLIM BapuaHTOM Tepanun. Heo6xoanmel OONOMHUTENbHbIE
nuccnegosaHus ¢ 605bLIe BbIGOPKOM HAGMIOAEHUI U ANUTENbHBIM NEPUOLOM MOHUTOPUHIa Ans nog-
TBEPXAeHUS 3PPEKTUBHOCTN AHHOIO MeToda NeYeHus.
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KOHMNMKT MHTEPECOB: aBTOPbLI JAHHON CTaThW NOATBEPAUN OTCYTCTBUE KOH(NMKTA MHTEPECOB, O KOTOPOM
Heob6xoaMMo COOBLLUMNTD.
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The use of 585 and 1064 nm laser for the treatment of basal cell

skin cancer

© Rifat R. Saytburkhanov™, Irina N. Kondrakhina, Xenia I. Plakhova, Alexey A. Kubanov

State Research Center of Dermatovenereology and Cosmetology
Korolenko str., 3, bldg 6, 107076, Moscow, Russia

Background. Basal cell skin cancer is the most common malignant epithelial skin neoplasm in fair-skinned
people and accounts for two-thirds of all skin cancers in this population. Tumor lesions have a supporting
vascular network that serves as a target for vascular selective lasers.

Aims. To assess the effects of laser radiation at a wavelength of 585 and 1064 nm on the vasculature of
various forms of basal cell skin cancer using dermatoscopy and in vivo confocal microscopy.

Materials and methods. The study included 20 patients with 20 lesions of histologically confirmed

basal cell skin cancer treated with a pulsed dye laser (wavelength 585 nm) and a long-pulse neodymium
laser (wavelength 1064 nm) in the conditions of the consultative and diagnostic center of the Federal

State Budgetary Institution “GNTSDK” of the Ministry of Health RF in the period from 2021 to 2022.

The effectiveness of therapy was assessed using non-invasive methods for examining the skin.

Results. According to the results of the two-year follow-up period, 100% effectiveness of therapy in both
groups is noted, in 2 patients treated with a neodymium laser, the formation of hypertrophic scars in the
treatment area is noted.

Conclusions. Treatment of patients with basal cell skin cancer with selective vascular lasers may be

an effective treatment option. Additional studies with a larger sample of observations and a long monitoring
period are needed to confirm the effectiveness of this treatment method.

Keywords: basal cell carcinoma; pulsed dye laser; neodim laser
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[l O6ocHoBanue

Bazannoma — camoe pacnpocTpaHeHHoOe 3roKade-
CTBEHHOE 3NuTenuanbHoe HOBOOBGPa30BaHNE KOXU Y CBET-
FNIOKOXMX NtoAeN, KOTOPOe COCTaBMsSET OKOSO ABYX TpeTen
BCEX CNy4yaeB paka KOXW Yy AaHHOW nonynsauun.

Yucno pernctpupyemMbix crnyvaeB 6a3anbHOKNETOYHO-
ro paka Koxu B nocnegHue rogbl HenpepbIBHO BO3pacTaeT.
3aboneBaHne BO3HWKAET NMPEMMYLLIECTBEHHO Y NUL CTap-
we 50 neT, HO UMEKDTCA CBEAEHUS O YacTbIX cry4asx pas-
BUTMA ONYyXONu y nuy 6onee MOMoforo Bo3pacTa, YTo CBs-
3aHo ¢ 60nee WNPOKUM UCMONb30BaHNEM UCKYCCTBEHHbIX
WUCTOYHMKOB YNbTPagnoneToBoro o6y4eHns B KocMeTu4e-
ckux uensx [1]. HecmoTpsa Ha To 4TO 6a3aslbHOKETOUHbIN
pak KOXu pefko mMeTtactasupyeT [2], aTn onyxonu 06bI4HO
paspyLuatoT nognexatime TKaHu 1 No3TOMY OOSMKHbI ObITh
N3neYveHsbl.

Ouyarun 6a3anbHOK/IETOMHOIO paka KoXu 4acTo He UMe-
10T NUrMeHTauun, MO3TOMY BaXHbIMW CTaAHOBATCA 06-
Hapy>XeHue, pacrno3HaBaHue, KONMMYecTBEeHHas OLeHKa
W MHTepnpeTaLmsa CocyaucTbiX 0COGEHHOCTEN Onyxonu, na-
TOreHEeTUYECKU CBA3AHHbIX C aHTMOreHe30M.

AHrnmoreHes — 370 (PU3MONOTMYECKUIA MPOLECC HEO-
BacKynapmaauum un3 yxe CyLLECTBYIOLLUMX KPOBEHOCHbIX
COCYO0B, KOTOPbIN MOXET NPOUCXoauTb BO BpeEMS 3MOPUO-
reHesa, romeocrasa 3penbiX TKaHel 1 kaHueporeHesa [3].
M3-3a BaXHOM poONM KPOBEHOCHLIX COCYOOB B AOCTaBke
KMUCNopoda U nuTaTefbHbIX BELLECTB, a Takxe yaaneHuu
YINEKUCNOro rasa 1 MeTabonmyeckmux OTXOA0B ONyXOneBbIX
TKaHelr HapyLleHue perynaumm aHrmoreHe3a MoxXeT NpuBo-
OUTb K MHOMOYUCTEHHBIM NaTONIOrMYECKUM COCTOSIHUAM.

HeoBackynapusauus onyxonu xapaktepusyeTcs ABY-
MS B&XHENLLMMW acrnekTamu.

Bo-nepBbIx, ob6ecrnevyeHne nutatenbHbIMU BeLlecTBa-
MU, KACNOPOAOM U hakTopamMu pocTa, KOTopble CTUMYMU-
pyloT KaHueporeHes. be3 aHrnoreHesa onyxofie He MOXET
BbIpacTy 60sbLue ~1-2 MM® 1 HE MOXET MeTacTa3npoBatb
[4]. Bonee TOroO, 6bLIN0 NOKA3aHO, YTO aHMMOreHHbIA PEeHO-
TUN yCTaHaBNMBAaET rpaHuLy Mexay runepnnasven u Heo-
nnasuen [5], n, xoTa COCYAMUCTbIN MaTTepH 3HaAYUTESIbHO
pasnuyaeTca B pasfinyHbIX TUNax OMyXonew, cyllecTByeT
onpegeneHHas cBA3b MeXAy POCTOM OMyXOnu U CTEMNeHbIo
Backynspwsauuu [6, 7].

Bo-BTOpbIX, B co4eTaHUu C NUMEaHTMOreHe3oM Heo-
BacKynapmsauus crnoco6CTBYeT MnpeaBapuTenlbHOMY Ha-
KOMSIEHMIO OMyXOMneBbIX KMEeTOK Ans MeTacTasvpoBaHus,
MOCKOSbKY MOAroTaBNMBaeT MeCTO BXOoAa B KPOBOTOK,
No3BONAS OTOPBABLUMMCS OMYyXOSiEBbIM KreTkaM nepeme-
LaTbCa MO KPOBOTOKY W AOCTUraTb OTAANIEHHbIX OpraHoB
[8]. Bonee BbicOKasi MIOTHOCTbL MUKPOCOCYAOB, U3MEpPEH-
Hasi B TMCTONOrM4eckmx obpasuax onyxosemn n B o6nactsx,
npunerarnLnx K NOBEPXHOCTU pasaena «onyxoslb — CTpOo-
Ma», accouummpyeTcsa C HebnaronpusiTHbiM MPOrHO30M
npy 6a3anbHOKNETOYHOM U MIIOCKOKNETOYHOM pake KOXW,
pake MOSI0YHOW U NpefcTaTenbHOM xenesbl [9].

[Ona o6ocHoBaHMA Mpouecca HeoBacKynsapusauum
B NuUTepaTtype UCNOoSb3YeTCs TEPMUH «aHTMOreHHbIN nepe-
KnoyaTenb» U «aHrMOreHHoe NepeKntoyYeHme», KOTopbIi
XapakTepusyeT npeobnagaHue MpoaHrMoreHHbIx akTo-
pOB, YTO NPUBOAUT K 06pPa30BaHUIO HOBbIX KPOBEHOCHbIX
cocynos [7, 8].

O6Hapy>XeHOo, 4TO aKcnpeccus hakTopa pocTa S3HOoTe-
nusa cocynoB VEGF, 0CHOBHOro npoaHrmoreHHoro ¢akro-
pa, NoBblleHa B o4yarax 6a3anbHOKIETOYHOrO paka KOoXwu
Mo CPaBHEHUIO C HOPMalbHOM KOXEW, XOTS U B MEHbLLEN
CTeneHu, 4eM B o4arax MnoCKOKNeToYHOro paka Koxwu [10].
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AHrvoreHes noppepXxuBaeTci pemofennpoBaHuem
BHEK/EeTO4YHOro marpukca. [poTeomHble unccrnefoBaHus
BbISIBUIN, 4TO Takue 6uomapkepsl, kak LIOI-2, matpukcHas
meTannonentugasa-9 (MMrI1-9) n macnuH, urparoT BaxHyro
pornb B CTUMYNMPOBaHUN aHrMoreHesa n HeoBacKynapusa-
LM npu 6a3anbHOKIETO4HOM pake Koxu [10, 11].

Mpn nomMoLm [OepmMaToCKONMUYecKoro uccrnefoBaHus
6bina npeanpuHATa NonbITka MaeHTUMUUMpoBaTL COCyan-
CTble OCOBEHHOCTW, CBfi3aHHble C 6o0fiee arpeccuBHbIMU
heHoTUNamMn 6a3anbHOKNETO4HOro paka Koxu. Cocyau-
CTbIl PUCYHOK C YCEYEHHbIMW U BETBALMMMUCA cocydamm
Habmopancs B 100% cnyyaes 6a3anvoM BapuaHTa BbICO-
KOro pvcka peumausa (MHUNETPATUBHBIA U MUKPOHOZY-
NAPHbIN), HO C MEHbLUEN 4acTOTOM Habnaancs B oyarax
HU3KOro pycka peunansa; 3T HaxXO4KU UMEIOT camylo Bbl-
COKYI0 CrneunduyHOCTbL Ana AMarHoCTUKU 6as3arnbHoKne-
TOYHOIrO paka KoXu BbICOKOro pucka peunamea [12].

Mockonbky o06pa3oBaHMe COCYAOB (BacKyrioreHes)
M aHrnoreHes ABMAOTCA UHAMKaTOpaMu pasBuUTUSA U Npo-
rpeccrMpoBaHns OMnyxomnu, HanMyine KPOBEHOCHbLIX COCYAOB,
X MOPAONOrUa MU apxuUTekTypa SIBNSAIOTCA NpuaHakamu,
NPefoCcTaBNALWUMN  BaXHYIO MHOpMauuo Ana  aua-
FHOCTMKM U NnedveHust. CocyaucTble y30pbl, HabnogaemMble
npv OepmaTocKonun, oTpaxaresnibHOM KOHMoKansHOW Mu-
KPOCKOMUM 1 NaTonoroaHaToMM4eckom uccrefosaHum, oT-
paxkatoT pas3BuTHE 6a3aribHOKNETOMHOro paka Koxu. [dep-
MaTOCKOMuyeckas oLeHKa COCYAMCTOro PUCYHKa MOXeT
o6ner4ynTb AMarHoCcTUHeckyo auddepeHuUnpoBKy MOATU-
nos 6a3asibHOKNETOYHOro paka Koxwu, 6onee arpeccus-
HbIX C MEHbLUEW MM OTCYTCTBYIOLLIEN PO3OBON OKPaCKOW
M OTHOCUTESIbHBIM OTCYTCTBMEM LIEHTPAabHbIX OMYXOneBbIX
COCY[OB.

OTHOCUTENbHAsA XPYNKOCTb (PYHKLMOHANMBHO U aHaTo-
MUYECKN aHOMarbHOW COCYyAMCTOM CeTu onyxonu pdenaet
ee nfeanbHOM MULLEHbIO ANS CeNIEKTUBHOW NasepHoun ae-
cTpyKumm [13].

Llenb nccnegoBaHua — oueHUTb 3PMEKTbI, OKa3bl-
BaeMble NasepHbIM M3NyYeHUem C ANUHOM BOJSHbI 585
1 1064 HM Ha COCyaUCTYIO CETb Pas3nu4HbIX hopM 6a3arb-
HOKNETOYHOro paka KoXu, C MOMOLLbIO AepMaTockonuye-
CKOro 1 NMPMXXN3HEHHOIO KOH(OKarbHO-MUKPOCKOMNYECKO-
ro uccnegoBaHum.

[na naydeHns apekTMBHOCTN BO3OENCTBUA UMIYIbC-
HbIM 1la3epoM Ha KpacuTtene u HeoAMMOBbLIM ANTMHHOUM-
nysbCHLIM Nla3epoM Ha o4varu 6a3anbHOKNEeTOYHOro paka
KOXW npoBefeHo nevexHne 20 naumeHTtosB ¢ 10 nosepx-
HOCTHbIMK 1 10 HOZYNAPHLIMK 6a3anMoMamMu U AaHa OoLeH-
Ka naTtodu3NoNorn4ecknx U3MEHEeHUn, MNPOUCXOOALLNX
BO BpEMS Jie4eHus, C UCNomb30BaHWeM OepMaToCKOonuu
N KOH(DOKasnbHOW NasepHOr CKaHWpYoLLen MUKPOCKOMUK
B pPeXMMe peanbHOro BpeMeHu.

MeTopab!

B wuccnepoBaHue 6bi10 BKAOYeHO 20 nauMeHToB
¢ 20 o4araMu rmcTofniorM4eckn noATBepXAeHHOoro 6a-
3aNbHOK/IETOYHOIO paka KOXW, Mony4vyaBLUMX fevYeHue
C MNpUYMEHeHUEeM UMMNYMbCHOrO fas3epa Ha KpacuTtene
M OJIMHHOMMNYNbCHOMO HEOOUMOBOrO nasepa B YCOBU-
AX KOHCYNbTaTUMBHO-AMArHocTudeckoro ueHtpa Orby
«rHUOK» Munsgpasa PO B nepuog ¢ 2021 no 2022 r.

B uccneposaHune BKMo4YeHbl 10 nauneHToB C NOBEPX-
HocTHOM 1 10 NauneHToB ¢ HoayNspHOM hopMamu 6a3arnb-
HOKMETOYHOr0 paka KOXMW.

Bcero nog Ha6bnwogeHnem Haxogunucb 20 nauneHToB
C nepBUYHbIM 6a3anbHOKIIETOYHBIM PakoM KoxXu | ctagum
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(T1NOMO): 13 xeHwuH B Bo3pacTe o1 39 no 70 net (cpen-
Huin 55,5), 7 Myx4umH B Bo3pacTe oT 50 go 76 net (cpegn-
HWIA 61). Y 7 naumneHToB nmencs | pototun koxu, y 12 na-
uneHtos — Il potoTtun, y 1 naumeHta — Il poToTmn.

KpuTepumn BKOYEHUS:

BO3pacT oT 18 neT u cTapLue;

Hanu4yve NMYHO NOAMNMCAHHOro NauueHToM UHMop-
MUPOBAHHOrO corfacus ¢ ykasaHuwem patbl, cBufe-
TeNbCTBYIOLLLEro 0 TOM, YTO MauueHT 6bIn NPOnHMpOp-
MUpOBaH 060 BCEX CYLLLEeCTBEHHbIX acrnekTax uccre-
JoBaHus;

rOTOBHOCTb MauMeHTa n ero crnocobHoCTb cobnoaaTtb
pacnucaHue 3annaHnpoBaHHbLIX BU3UTOB, NNaH neye-
HWA, NabopaTopPHbIX aHanuM3oB M NPOYMX npoueayp,
npefycMOTPEHHbIX UCCNEefoBaHNEM;

Hannune NoATBEPXAEHHOro anarHosa: 6asasnbHoKIe-
TOYHBIA paK KOXW, MOBEPXHOCTHasA hopma Unu Hopy-
nApHas opma, Npu nokanusaumm Ha TynoBULLEe U KO-
HEYHOCTAX (MCKMYas KUCTK, CTOMbI, OKONIOHOITEBbIE
30HbI) — He 6onee 20 MM, MpuU Nlokanuaauun Ha Ko-
Xe Leun, BOSIOCUCTON Y4acTWu ronosbl, néa U LWeK —
0o 10 mm.

MaupeHTamM C KIMHWYECKMM NoJo3peHneM Ha 6a-
3alIbHOKITETOYHBIA paK KOXW MPOBOAUIIUCL [epMaToCcKo-
nuyeckass OUarHOCTUKa, NPWXKU3HEHHas KoHdoKarnbHas
nasepHasi ckaHvpyloLias MUKpPOCKONuUa u 6uoricusa ¢ no-
crefylowmm  naTonoroaHaToMMYeCKUM  UCCrefoBaHMEM.
BaaTne 6uoncuimHoro matepuana ocyLecTBnsnm n3 oda-
roB MopaxKeHusi, BKoYas 4acTb Kpas U LEHTp HoBoobpa-
30BaHuA.

Hepmartockonusi — 3TO MeTO MCCNEefoBaHUs KOXMW
in vivo, KoTopbIn no3sonseT anddepeHumposarts 6asanb-
HOKJIETOYHBIN paK KOXW OT APYrux 3110Ka4eCTBEHHbIX HO-
BOO6Pa30BaHUM, TaKUX Kak MNOCKOKNETOYHbIV pak 1 mena-
Homa [14].

MUrmMeHTHbIE AepMaToCKOoNu4Yeckne AuarHocTuyeckune
KpuTepun 6a3anbHOKIETOYHOrO paka KOXu BKIIOYaloT nu-
CTOO6pasHble yyacTKu, 6OMnbLUME CUHe-cepble OBalibHble
rHesga, KopoTkue O6enble MOM0Chbl/XpU3anugbl, y4acTku
B BUAE CMNULL U MHOXECTBEHHbIE CUMHEe-Cepble TOYKU U [Mo-
6ynbl [15].

B pononHeHne K 9TUM MUIMEHTHbIM KpUTEPUSAM
ONs AMarHoCTUKM 6a3anibHOKMEeTOYHOro paka KOXW UC-
Nonb3ylTCcs creunduyeckme cocyamcTble naTTepHbl, 0Co-
6€HHO MNPV OTCYTCTBUM BbILLEYNOMSAHYTbIX MUIMEHTHbIX
CTPYyKTYyp [14]. OTHOCKTENBHO NOBEPXHOCTHbIE KPOBEHOC-
Hble coCyAbl NEerkofoCTynHbl Ana AepMaTOCKONMUYeCcKoro
nccnefoBaHusa, NoaTomy nNpu 6as3anbHOKIETOMHOM pake
KOXW 6blfT onucaH psg COCYAMCTbIX NaTtTepHoB (puc. 1),
npu 3TOM cnegyeT NMOMHUTb, YTO MUrMEHTaUUsA KOXMN 13-
3a MenaHvHa MHOrga MOXEeT nepekpbiBaTb BUAMMOCTb
KPOBEHOCHbIX COCY[0B.

KomrinekcHble cocyaucTble naTTepHbl 6biv onmcaHbl
HECKONbKMMU aBTOpaMu U BKIOHAIOT B CE6S KnacTepHbIN
(cocymbl ¢ noxoxen mopchonorner U 6IM3KMM pacnono-
XeHvem Opyr K Apyry), paccesiHHbIi (cocyabl C Hepas-
HOMEepHbIM U Audbdy3HbIM pacnpegeneHnem), roMoreH-
HbI (MIOTHO pPAaCMOSIOKEHHblIE CYMMETPUYHbIE COCYAbI)
nnm 6eccocyamcTblli (Cocyabl He BUAHbI) [16].

BeTBswmecs cocyabl NpeacTaBnsioT co6om Hambonee
YacTbli COCYyAUCTbIA NaTTepH, Habnopgaembln npu 6a-
3aN1bHOKNETOYHOM paKe KOXMU. [MOCKOMbKY BO MHOMMX CIy-
Yasax KNMHUYecKas oLeHKa TeneaHruskTasum He y4uTbl-
BaeT KOHKPETHYI CTPYKTYpy COCYAOB, MHOrMe Oonyxonu
OLUMBOYHO [MAarHOCTUMPYIOTCA KaK 6a3arfibHOKNeTO4HbIN
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paK KOXW TONMbKO MOTOMY, YTO TefeaHrnakrasnv BUIHbI.
KposeHocHble cocyfbl nNpu 6asanvome pacrnonararoTcs
Ha NOBEPXHOCTU, YYTb HUXE anugepmnca, perynsapHo ne-
pecekas Bce HoBoo6pa3oBaHue [16]. DTO 06bACHAET nx
naeanbHyl0 BUOMMOCTb U YeTKYyo (DOKYCUPOBKY [axe
npy CUSIbHO MUIMEHTMPOBAaHHLIX onyxonsax. Kpome Toro,
BETBALLMECA COCYAbI MPU 6a3aNbHOKIETOYHOM pake KOXWu
nmetoT >0,2 MM B AnameTpe 1 N3BMBaKTCHA NPUYYANUBLIM
06pa3oM, HepaBHOMEPHO Pa3BETBMAACL Ha TOHKUE Ka-
nUAnspbl. OTU COCYAbl APKO-KpacHble B OTNMYME OT HOp-
MarbHbIX PO30BbIX COCYAOB B AepMalibHOM CrieTeHuu,
KOTOpble Bcerfa crierka pasmbiTbl M HUKOrga He nsobpa-
xarotcsa 4eTkumm (puc. 16).

BeTesLmeca cocyapl onucaHbl BO BCex noprunax 6a-
3albHOKIETOYHOrO paka KOXW C pasHOM 4acToToW BCTpe-
4aeMOCTU U ABNAIOTCH OOHUM M3 Hanbornee BaXKHbIX KpuTe-
pueB ero fAepmMaToCKONM4eckon AMarHoCTUKN.

KopoTkne Menkue TeneaHrnsakrasmm OMuChbIBaloT-
Csl Kak cocydbl HE60SbLIOro AnameTpa U OnHoON <1 MM,
C HebOonbLUMM KONNYECTBOM OTBETBIIEHUA UNN 6€3 HUX.
lMcTonaTonorMyeckn OHW COOTBETCTBYIOT TefleaHrnaKTa-
TUYECKUM cocyAaM, pacnosioXXeHHbIM B COCOYKOBOM CIl0€
gepmbl [17]. Hanbonee 4acto oHW BCTpevaloTcs Npu aep-
MaTOCKOMUU MOBEPXHOCTHOWN (hOpMbI 6a3aNbHOKNETOYHOO
paka koxwu (puc. 1a n B) [18].

Moso4HO-pO30BbIN (POH HaCTO ONUCLIBAETCS Kak 6ero-
KpacHas, nonynpospadvHas unu HernpospadHasi 6eccTpyk-
TypHas obnacTb (puc. 18). Mon04HO-pO30BbLIN YOH U3 BCEX
N3YYEHHbIX COCYOUCTbIX NaTTEPHOB WMMEET HauBbICLLYIO
YYBCTBUTENBHOCTL O1A ANArHOCTUKM 6a3anbHOKNETOYHOro
paka KOXu, HO, MOCKOMbKY 3TOT AepMaTOCKOMNUYECKUI Npu-
3HaK KoppenupyeT C BacKynspuaaumen nopaxkeHuns, a Takxe
NPUCYTCTBYET MNPV OPYrMX NaTonorusix, TakMx Kak 6ecnur-
MEeHTHas MenaHoMa, aKTUHUYECKUN KepaTtos, MNIIOCKOKIe-
TOYHbIN pak, 6one3Hb BoyaHa, cebopenHbI kepaTo3 U aH-
rMOMbI, OH UMEET HU3KYI0 CrneundnyHOCTb U He uMeeT
OVarHoCTUYecKoro 3HadeHuss ang  6as3asnibHOKIeTO4HOro
paka Koxu [19].

Hpyrve nepmatockonu4yeckme opMbl COCYA0B, Takue
KakK To4eyHble, rnoMepynspHble, netTrnesble, HabnoaaTes
3Ha4nTenbHO pexe [20].

HeuHBasuBHass  Bepudmkaums  HOBOOGpas3oBaHui
C MOMOLLbIO KOH(DOKasNbHONM MWKPOCKOMUU MpoBOAMnach
nepen nposefeHWeM 6uoncun, cpasy rnocne npoueaypsbl
nasepHoro Bo3fencTens, Yepes 4 Hefenu rnocne OKoH4a-
HWUA NleYeHUs Npu YCMOBMWU MOSNTHOLEHHOW 3nNuUTenn3aumm
30HbI BMeLLATeNbCTBa, a Takxke Yepes 6 mec., fanee rno no-
Kas3aHUsM Mpy HaNMyYMn KIIMHWYECKMX 1 JepmaTtocKonuye-
CKVX MPU3HaKOB PeLMANBUPOBaHNA Ha NPOTSXeHun 3 net
HabnogeHus.

MpuXusHeHHass oTpaxkatenbHas KOHdoKanbHaa na-
3epHas MUKPOCKOMNWUA — 3TO MHCTPYMEHT BU3yanusauumu,
KOTOPbLIA MO3BOSMAET MonyyaTb ropu3oHTasIbHble OMNTUYe-
CKMe cpesbl KOXU C paspeLleHnem, COnocTaBUMbIM C Mu-
CTONOrM4eckUM nccrnefoBaHeMm.

C NOMOLLbI0 3TOr0 MEeToAa MOXHO BM3yanu3vpoBaTb
B TOM YMCIEe U COCYAUCTbIE CTPYKTYPbI AEPMbI U KPOBOTOK
B pexuvmMe pearnbHoro spemeHu. B gepme cocyapl BuIrNagaT
KakK TEMHbIEe MPOCTPaHCTBA, NnepemexaroLmecs He6osbLLV-
MW CBET/IbIMX CTPYKTypamu, NpPeacTaBnAsioWnMy KNeTku
kpoBu. KoHdokanbHass MUKPOCKOMUS BEPXHWUX Aepmarib-
HbIX COCYAUCTBIX CMNETEeHUA HOPMAasibHOM KOXM Mokasbl-
BaeT TrOPU3OHTANIbHO OPWEHTUPOBAHHbIE KPOBEHOCHbIE
cocygbl. Cocyabl, nayLime BepTMKanbHO Y FOPU3OHTANBHO,
BUOHbI KaK Kpyrfble Uin KaHasbLeBble TEMHbIE NPOCTpaH-

BecTHuk gepmaTonoruun n BeHeponorun. 2022;98(6):89-100 M
Vestnik Dermatologii i Venerologii. 2022;98(6):89-100 M
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Puc. 1. COCV,D,VICTbIe (DEHOMEHbI, BbISBNISIEMbIE MPY AEPMATOCKOMIW 04aroB 6a3anbHOKMETOYHOTO Paka KOXNA. Onucanwe B TekcTe: a — KOPOTKME MEJIKIE TENEAHTN3KTA3 NN,

0 — BeTBALLMECS ADEBOBUAHbIE COCY/bI, B — MOM04HO-PO30BbIE 06M1acTH / IOH

Fig. 1. Vascular features in dermatoscopy of basal cell skin cancer. Description in the text: 2 — short small telangiectasias, 6 — branching tree-like vessels, 8 — milky pink

areas / background

ctBa [21]. KpoBOTOK MOXHO Habniogartb 3a c4eT 6bICTpO
OBVXKYLLIMXCS SPKMX 4acTuUL, BHYTPU NpoCcBeTa cocyaa.

Mo pesynstatam cepum KIMHUYECKMX HabnogeHuin
1 psiga nccnegoBaHuii cchopMynmpoBaHbl creundnyeckmne
OMarHoCTUYECKME KpUTEPUN KOH(OKaNbHON MUKPOCKOMUN
Ons 6ecnUrMeHTHbIX OMNyXosien Koxu [22].

MpenmyLLeCcTBOM AaHHOro MeToda MCCnegoBaHUs ABNs-
eTcs HabiogeHne B pexwvvMe peasnbHOro BpeMeHu 3a Mopdo-
florvier CocyaoB M MOGENAMMU UX pacnpedeneHns, HTo MOXeT
NPeAoCTaBUTb JOMOMHUTESNbHYIO MHAOPMaLMIO ANs AnarHo-
CTVKM WY MOHUTOPUHIA TEPaNM OMyXOMnen KOXM.

B BecTHuK gepmatonorumn n seHeponorun. 2022;98(6):89-100
M Vestnik Dermatologii i Venerologii. 2022;98(6):89-100

Ona ovaroB 6a3anbHOKIIETOYHON KapLMHOMbI Xapak-
TEpPHbl TFOPU3OHTANbHO OPUEHTUPOBAHHbIE KPOBEHOCHbIE
cocyabl cy6anuaepManbHOro crnneTeHns auametpom ot 10
10 110 MKM C YCKOPEHHbIM KPOBOTOKOM Ha rfy6uHe oT 35 MKM
OT YPOBHSI POroBoro cnosi. HopmarneHbIn gMameTp cocynos
cy6anuaepMansHOro CrieTeHUs B 3[0POBOM KOXE COCTaB-
nset ot 10 go 15 MKM, 4TO cornacyeTcs ¢ AaHHbIMU O TOM,
YTO KPOBEHOCHbIE COCYAbl ONYXOMen 3HaYUTESIbHO OTNNYatoT-
€Sl OT HOpMarbHbIX KaK dM3Monorm4ecku, Tak n Mopdonorun-
yecku [23]. Cocyabl, cchopMMpOBaHHbIE BO BPEMS OrMyXone-
BOMO @aHrMoreHesa, 4e3opraHn3oBaHbl U HErepMeTUYHbI [24].

Vol. 98, Iss. 6, 2022
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Mo peaynbTataM MPUXUIHEHHOIO KOHMOKasbHO-
MUKPOCKOMUYECKOro MccrnefoBaHus B odvarax 6asanb-
HOKITETOYHOro paka KoXw HabnogaeTcs nonuMopdHbIn
COCyaMCTbIA PUCYHOK, BKMOYaloOLWNn B cebs BETBALUMNE-
ca (a), kaHanuKynspHele (6), NpsaMonvHenHble (B), N30-
FHyTble (r), KOMOMHMPOBAaHHbIE (4) W Kpyrnble TWMbl CO-
cynos (puc. 2).

Hanbonee u4acto BcTpevanucb MPAMOSIMHENHbIE,
BETBALUMECH W KaHaNMKynsapHble Mopdonormyeckue
Tunbl cocygos. CocyancTbin nonmmMopdumam Habnogancs
BO BCeX o4arax 6a3asibHOKNETOYHOro paka Koxu oguHa-

HAYYHbIE NCCNEOOBAHWSA / ORIGINAL STUDIES

KOBO 4acCTO Npu MOBEPXHOCTHOW U HOAYNSAPHON hopmax
6a3arbHOKNETOYHOrO paka KoXMW.

[ononHUTENBHBIM BaXKHbIM KPUTEPUEM, BbISBISEMbIM
npu NpoBefeHUN AaHHOro UccnefoBaHns B odarax 6asarb-
HOK/METOYHOr0 paka KoXu, ABNSETCA Hanuyne BbICOKOWH-
TEHCUBHOIO M pa3HOHanpaBJIEHHOro0 KPOBOTOKA (CM. BUOEO
no ccoike «KpoBoTok B BKP» https://vestnikdv.ru/files/
journals/1/articles/1390/supp/1390-5005-1-SP.mp4).

lMocne noaTeBepxaeHUsi guarHo3a nauueHTam 6bina
npegocTaBneHa uHopmaumsa o nnaHMpyemMom Metoge ne-
YeHUA 1 3anpoLLeHo UX cornacue.

a
0 r
B A

Puic. 2. Tunbl COCYI0B B 04arax 6a3anbHOKETOYHOMO Paka KOXM Mo AaHHbIM MPYKN3HEHHOI KOHKOKANbHOI Na3epHoii MIAKpOCKoNK. OnncaHiie B TEKCTE: @ — BETBSILIAECS
COCY/bl, 0 — KaHanukynsapHble, 8 — NpsIMOSIAHEIHbIE, © — U30rHyTble, 4 — KOMOUHUPOBaHHbIE

Fig. 2. Vessel types of basal cell skin cancer according to confocal laser microscopy. Description in the text: 2 — branching vessels, 6 — canalicular, 8 — rectilinear

r— curved, 4 — combined

T. 98, Ne6, 2022
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MauneHTbl ¢ o4aramm MNOBEPXHOCTHOM (hopMbl 6Ha-
3aNbHOKNETOYHOrO paka KoXu (cxema) nmonydanu tepa-
MU0 C UCMONb30BaHNEM Ta3epPHOro U3Ny4YeHus ¢ OfIMHOMN
BOMHblI 585 HM, OCHOBaHHYO Ha n3bupaTtenbHOW ancopb-
LUM1 JAaHHOro BMAA SHEPrum OKCUreHMpoBaHHOW hOpMOM
reMornobuHa 3spuUTpounTOB KpoBW. B pesynstaTe BO3-
OenCcTBUA Na3epHoro U3ny4eHuss nNpoucXoauT oYeHb Obl-
CTPO€e HarpeBaHue COQEepP>XMMOro KpOBEHOCHOrO cocypa
no Temnepatypsbl Bbiwe 100 °C npy MUHMMASIbHOM Ha-
rpese AepMbl, SHEPrus NormnoLeHHOro nanyyeHus npeoos-
pasyeTcs B Ternno, KOTOpoe He ycrnesaeT paccemBaTtbCs,
BCNeACTBME Yero HakannvmeaeTcs B cocyfe, YTo NpuBoauT
K paspyLUeHUIO ero CTEHKMU.

B 3aBucumocTn OoT ah(PeKTUBHOCTWN Tepanuu BbIMNOos-
Hanocb oT 1 [0 4 npouedyp € uHTepsanoMm B 3 Hefenwu.
Bbinn ncnonb3oBaHbl criefyoLwmMe napameTpbl: NAOTHOCTb
3Heprum B umnynsce — 8 [x/cM2, AAMTENbHOCTb UMMNYSb-
ca — 3 Mc, gnameTp nasepHoro nydya — 10 MM, cTeneHb
nepekpbITMa nmMnynscos — 10%, YacToTa crefoBaHns UM-
nynLcoB — 2 U4, YpOBEHb AMHAMNYECKOrO OXNaXAeHUss —
4, Konn4yecTtBo npoxogos — 3. Kputepuin apheKTUBHOCTHU
nofo6paHHbIX NapaMeTpoB — MosIBNEHME Mypnypbl.

lMocneonepaunoHHbI nNepuod npoTekan 6e3 obpa-
30BaHUA CTpyna, C MOCTEMEHHbIM YMEHbLUEeHMeM o4ara
nopaxeHus B pasmepax [0 MOSHOrO0 UCHE3HOBEHUS K-
HNYECKUX, [epMaToOCKOMUYECKUX U KOHOKasrbHO-MUKPO-
CKOMUYECKMX NPU3HAKOB 6a3abHOKIIETOMHOrO paka KoXu.

MaumeHTbl ¢ o4aramm HogynspHoOW opMbl 6as3anb-
HOKMETOYHOr0 paka KOXW (Ccxema) nonyy4anu Tepanuio
C UCMNONb30BaHMEM Na3epHOro U3nyyYeHns ¢ AIMHOW BOI-
Hbl 1064 HM, OCHOBaHHYIO Ha n3bupaTenbHoOn agcopbunn
[aHHOro BMaa 3Heprum OKCUreHMpOBaHHOW U B GOnbLUEN
CTENeHn [e30KCUreHNMpoBaHHOW OPMON remornobuHa
3pUTPOLIMTOB KpoBW. B pedynstaTte Bo3OenCTBUS NasepHo-
ro U3NyYeHns NPoONCXoauT HarpesaHne coaepXXmMmMoro Kpo-
BEHOCHOro cocyaa [o Temneparypsl Boilwe 75 °C, 4TO Bbl-
3blBaeT KOHTPAaKLUMIO KOSMareHOBbIX BOMOKOH COCYAMCTOM
CTEHKMU, MPUBOASALLYIO K 06UTepaLmmn npocseTa cocyaa.

B 3aBucumocTn OoT ah(PeKTUBHOCTWN Tepanuu BbIMNOos-
Hanock oT 1 Ao 2 npouenyp ¢ nHtepsasnom B 3 Hegenu. Uc-
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nosb30BaHbl cnefyoLive napamMmeTpbl: MAOTHOCTb SHeprun
B mmnynece — 140 [x/cm?, gnNUTENbHOCTb UMMynbca —
10 Mc, gnameTp nasepHoro nyya — 5 MM, cTeneHb nepe-
KpbITUS nMmnynscos — 10%, YyactoTa crnegoBaHusa UMMyrb-
coB — 1 IU, ypoBEHb OMHAMUYECKOrO OXnaxaeHus — 4,
KONM4ecTBO npoxofdoB — 3. KpuTepuin adhpeKTMBHOCTU
nogo6paHHbIX NapaMeTpPoB — NOTEMHEHWE UMK NOSIBNIEHUE
ceporo oTTeHka obnactu Bo3pgercTeusa. O6nacte BO3aen-
CTBMSA BKINIOYAET B ce65 HE MeHee 5 MM OKpy>KaloLLen ony-
XOnb BUAVMMOW 300POBOM TKaHW B 060UX CryYasX.

lMocneonepaunoHHbIN Nepuog npoTekan Kak ¢ 06pa3o-
BaHWeM, Tak 1 6e3 06pa3oBaHus CTpyna, ¢ NOCTEeNEeHHbIM
YMEHbLLUEHNEM o4ara nopaxeHus B pasmepax Ao nosiHoro
MCYE3HOBEHUSA KIMHUYECKUX, 0ePMATOCKONMNYECKNX U KOH-
hoKanbHO-MUKPOCKOMMYECKUX MNPU3HAKOB 6a3aribHoKIe-
TOYHOMO paka Koxu.

PesynbTartbl

B nogrpynne nauveHTOB ¢ HOQYNsipHOM 6a3arnbHoKne-
TO4YHOM KapumHomow (n = 10) (puc. 3), nony4yaroLwmx Tepa-
NUI0 C UCMONb30BaHNEM Na3epHOro U3ny4eHns ¢ AJVHON
BOJHbI 1064 HM, — 6 My>X4uH (60%), cpeaHun Bo3pacT —
63 roga v 4 xeHwwmHbl (40%), cpefHuii Bo3pacT — 58 nerT.
Y 8 naumeHToB ONUTENBHOCTL Kypca fledeHuss coctasuna
1 npouenypy, y 2 naumeHToB — 2 npouenypsl. B HacTos-
Lee Bpemsi NaumeHTbl 3aBepLUnnn fie4eHne U HaxogsaTes
nop HabnwoaeHeM € BU3MTaMn Kaxpele 6 mecsues B Te-
YeHne 3 neT. Mo AaHHBIM AepMaTOCKONMUYEeCKOro U KOH-
hoKaribHO-MUKPOCKOMUYECKOro UCCrnefoBaHuii, nNpoporn-
>KEHHbIA POCT U peumauB y BCEX NaLMEHTOB OTCYTCTBYIOT.
Y [Byx naumeHToB Habnopaetcs hopMmMpoBaHue runep-
Tporyeckunx pyoLioB.

B noarpynne naumMeHToB C NOBEPXHOCTHON 6a3arbHo-
KNeTo4yHon KapuuHomon (n = 10), nony4arooLwmx Tepanmio
C MCMONb30BaHNEM Na3epHOro M3ny4YeHns ¢ AnMHON Bos-
Hbl 585 HM (puc. 4): 9 XeHLWWmH (90%), cpegHun Bo3pacT —
50 net n 1 MyxuumHa (10%). Y 4 naumeHTOB KypcC fieyeHuns
cocTtasun 3 npouenypsl, y 6 nauneHtoB — 4 npoueny-
pbl. Mo faHHbIM AepMaTOCKONUYECKOro U KOHMpoKarsnbHo-
MUKPOCKOMUYECKOro NCCrefoBaHnmn, NPOAOIMKEHHbIN pOCT

MauneHTbl ¢ 6a3aNbHOKNETOYHBIM PAKOM
Koxu (n = 20)

[ToBepxHOCTHas popma

HoaynsipHas dpopma

(n=10)

C 1Ccnonb30BaHMeM M3Ny4YeHUs

(n=10)

C 1cnonb3oBaHMeM M3ny4YeHus

C [NNHON BONHbI 585 HM (n = 10)

¢ AnuHoi BonHbl 1064 Hm (1 =10)

Cxema. PacnpeqgneHie nauyeHToB ¢ 6a3anbHOKNETO4HbIM DakoM KOXIA 0 Fpynnam COrnacHo rMCTONOrMYECKoMy NOATANY 1 METOAY NeYeHus
Scheme. Distribution of patients with basal cell skin cancer into groups according to histological subtype and treatment method

B BecTHuk gepmaTonoruun n BeHeponorun. 2022;98(6):89-100
B Vestnik Dermatologii i Venerologii. 2022;98(6):89-100
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Puc. 3. KnuHudeckas 1 epMarockoni4eckast kapTiiHa B NPOLIECCE NEYeHNs MauMeRTa ¢ HOZyNAPHOM (OpMOIi 6a3aNbHOKETOYHONO paka Koxi C MOMOLLbHO 1a3EPHOr0
113ny4eHus ¢ AnnHoi Bonbl 1064 HM. Makpockoniyeckasi dhotorpaciust (a) v iepMaTockonu4eckoe U306paxeHue (6) — A0 Npougaypbl, Makpockonuyeckas dotorpadusi (8)
11 IepMaToCKONYECKoe N306paxerme (1) — cpasy nocie npoLieaypb! (MOsBeHNe Ceporo OTTeHKA Ha 061acTy BO3AEMCTBIS), MaKpOCKonuyeckast dotorpadms (4)

11 AEPMATOCKONMYECKOE N306paXeHIe (€) — Yepe3 1 MecsL nocne npoLenypbI

Fig. 3. Clinical and dermoscopic picture during the treatment of a patient with a nodular form of basal cell skin cancer using laser with a wavelength of 1064 nm. Macroscopic
photograph (a) and dermoscopic image (6) — before the procedure, macroscopic photograph (8) and dermatoscopic image (r) — immediately after the procedure (appearance of
a gray tint on the treated area), macroscopic photograph (4) and dermoscopic image (¢) — 1 month after the procedure

M peunavB y BCEX MaALMEHTOB OTCYTCTBYIOT. [M0604HbIX
3(hpheEKTOB U HexenaTesbHbIX ABIEHUI HA AaHHbLIA MO-
MEHT He 3adMKCMpPOBaHO.

O6cyxpeHue

Mcnonb3oBaHue nasepHoOro U3ny4YeHns ¢ AnvHON Bos-
Hbl 585 1 1064 HM MOXET 6bITb MEPCNEKTUBHBLIM ANA fleye-
HUS 6a3aNbHOKNIETOYHOMO paka 6r1arofaps ero Cnoco6Ho-
CTW BO3OENCTBOBATL HA apTepuanbHbie CoCyabl OMyXOJu.
BonblWMHCTBO UccnenoBaHWiA, MPOBEAEHHbIX OO0 HAacTo-

T. 98, Ne 6, 2022

ALLlero BpEMEHU, MOCBALLIEHHbIX NeYeHno 6asanbHoKne-
TOYHOIO paKa KOXW Ha OCHOBE MPUHLMMNOB CENEKTUBHOMN
nasepHon koarynauum, 6biM NpoBeAeHbl C UCMONb30Ba-
HMEM MMNYSIbCHOrO fadepa Ha kpacutene, AnnHa BOJHbI
585 HM.

Mo paHHbIM pas3nuyHbiX aBTOPOB, 3M(PEKTUBHOCTb
neveHusa coctasnana ot 71 go 92% nonHoro perpecca
o4aroB 6a3abHOKIETOHHOrO paka KoXu nocne 4 npowe-
Oyp, NPOBOAMMBIX Kaxnable 2 Hegenn. SdpeKTUBHOCTb
neyeHuns 3aBucena oT rMCTONOrMYecKoro NOAgTUNa omny-

BecTHvk gepmaronorum n seHeponorum. 2022;98(6):89-100 M
Vestnik Dermatologii i Venerologii. 2022;98(6):89-100 M
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a

Puc. 4. KninHndeckast 1 1epMatockonu4eckast KapTuHa B NPOLIECCE NIEYeHNs NaUUeHTa ¢ MOBEPXHOCTHON hopMOIi 6a3abHOKIETOYHOTO Paka KOXW C NOMOLLBHO J1A3EPHOT0
3Ny4eHNS C [IMHOA BOMHBI 585 HM. Makpockonuyeckast dhotorpachvist () v iepMaTockoniyeckoe M3o6paxeHie (6) — [0 NpoLiedypbl, Makpockonuyeckas dotorpacus ()
11 IEPMATOCKONNYECKOE N300P@XEHIE () — Cpasy noce npoLeaypbl (MoABAeHMe Myprypbl HA 001aCTV BO3AENCTBIAS), MaKpOCKOMM4ecKas otorpacpist (4) u AEpMaToCKONM4ECKoe

1300pKEHNE (6) — 4epes 1 MecsiL| nocne NpoLezyps!

Fig. 4. Clinical and dermoscopic picture during the treatment of a patient with a superficial form of basal cell skin cancer using laser radiation with a wavelength of 585 nm.
Macroscopic photo (a) and dermoscopic image (6) — before the procedure, macroscopic photo (8) and dermoscopic image (r) — immediately after the procedure (appearance of
purpura on the treated area), macroscopic photo (4) and dermoscopic image () — 1 month after the procedure

XO0Nn n 6bina Bbilwe B Clly4ae NOBEPXHOCTHOW (DOPMbl,
a Takxe Mnpu MCMNONb30BAHUN CYMMUPOBAHHBLIX UMIMYJib-
coB [25-27]. JlazepHoe wuany4eHne C [ANIMHOW BOJIHbI
585 HM XOpOLUO MOrnowaeTcs reMorno6MHOM U OKCU-
remMornobuHoM, HO rnybrHa NPOHUKHOBEHWUS OrpaHu-
YeHa YPOBHEM CETHaTOro Cros AepMbl, YTO MO3BONSET
MCNOMb30BaTh AaHHbIA noaxon ona apeKTMBHOro Bo3-
OENCTBUSA Ha o4arn NMOBEPXHOCTHOW hopMbl H6a3anbHO-
KJIETOYHOIO paka KoXMu.

B BecTHuK gepmatonorumn n seHeponorun. 2022;98(6):89-100
M Vestnik Dermatologii i Venerologii. 2022;98(6):89-100

B Hawem uccrnenoBaHMm Mbl Habnoganu CoOXpaHHbIN
KPOBOTOK B COCyJax CET4aToro cfios AepMbl HEU3MEHHOWN
KOXM WM BOKPYr O4aroB HOQyNspHOro nopgruna 6asanb-
HOKJIETOYHOIO paka KOXW, YTO MOIJI0 OOBbACHUTL HU3KYHO
3(PhEKTMBHOCTb NA3EPHOr0 U3NyYeHUss C AJSIMHOW BOJIHbI
585 HM Npw nevYeHun gaHHoro nopTuna 6asanvom no JaH-
HbIM MCClle[oBaHUA psga aBTopos [25-27].

J1azepHoe nanyyeHue ¢ onvHor BonHbl 1064 HM oTnnya-
eTcst 60nbLUEN NeHETPUPYIOLLEN CMOCOBHOCTLIO (40 8 MM),

Vol. 98, Iss. 6, 2022
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Puc. 5. PaspyLueHie KpOBEHOCHOTO COCYfIA B 04are MoBEPXHOCTHOTO NOATMNA
023a/IbHOKMETOYHOTO PaKa KOXW Nocre BO3AEACTBIS Na3EPHOM0 U3MyHeHus
C JNHOI BOMHbI 585 HM

Fig. 5. Destruction of a blood vessel in the focus of the superficial subtype of basal
cell skin cancer after exposure to laser radiation with a wavelength of 585 nm

YTO MO3BOMSET UCNONb30BaTb €ro AN JfleYeHus o4aros
HOOynsIpHOrO nogTuna 6a3anbHOKNETOYHOM KapUMHOMBI.
WccnepoBsaHve ¢ ucnonb3osaHnem HenpepbisHoro Nd:YAG
nasepa ¢ anvHon BosnHbl 1064 HM Ans neveHns 6a3anbHo-
KMEeTOYHOro paka Koxu y 36 naunmeHToB BbISIBUIO, YTO NOKa-
3aTenb usne4veHus coctaenaet 97,3% nocne 2—4 npouenyp,
a peumams Yeped 5 neT HabnAancsa Tobko Y OAHOMo Cy6b-
ekTa [28]. B nccneposanum Moskalik (2010) npoaHanuanpo-
BaHbl pe3ynstatkl neveHnsa 2915 ovaros 6a3anbHOKIETOY-
HOro paka Ha KoXe nuua ¢ NoMOLLbIo HEOONMMOBOIO Nasepa,
N coobLLaeTcs 0 YacToTe peunamBoB NP Cpoke Habnwoge-
HUs 6onee 5 net Ana nepeBuyHbIX 6a3anom — 3,1 1 4,1%
Ons peumameHbIX [29], a B nccnegosaHum Markowitz (2021):
Ona nepBuYHbIX 6azanMoM — 2%, ONs peunamBHbIX —
11,8% npu cpoke HabmofeHuns 12 mecsues [30].

OrpaHunyenus

OrpaHVI‘-IeHI/IeM 3TOro nuccriegoBaHna ABnAeTCcA manblin
pasmMep BbIGOPKU.

|_|OCKOJ'Ibe nccnegoesanacb nasepHaa Tepanua no-
BEPXHOCTHOrO M HOOYNAPHOro noaTtMnos 6a3anbHoKe-
TOYHOIO paka KOXWu, GQI)QJEKTVIBHOCTI: na3epHOoro ne4deHud
arpeccuBHbIX MOATUMOB  (MHMWMBLTPATUBHBLIN, Mopdea)
He MOXeT ObITb SKCTpanonmpoBaHa Ha OCHOBaHUM pe3yb-
TaTOB 3TOr0 UccriegoBaHus.

KpOMe TOro, o4aru 6a3anbHOKNETOYHOIrO pakKa KOXu
B 3TOM uUccnegoBaHUn 6binn npencTtaBieHbl HeboNbLUNMU
onyxoJjiaMun, 41O orpaHn4mMBaeT BO3MOXHOCTb 0606LIJ,eHVIFI
[0 6onbLuero pasHoo6pasus, Npu KOTOPOM flasepHoe fe-
HYeHne MOXeT npencrtaBiATb 0co6bIn nHTEepecC. HaKOHeLI,,
nepuon Ha6mo,qum| AOJ1KeH COCTaBNATb HEe MeHee 5 neT,
4TOObI OO0NONTHUTENTbHO NPOACHUTb BEPOATHOCTb peungnBa.

T. 98, Ne6, 2022
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Puc. 6. Koarynsuus cocyaa B 04are HoAynspHOro noaTuna 6asanbHoKIET04HOM0

paka KX noc/e BO3AENCTBIS 1a3ePHOT0 W3My4eHNs C AnnHONM BOMHbI 1064 HM

Fig. 6. Vessel coagulation in the focus of the nodular subtype of basal cell skin
cancer after exposure to laser radiation with a wavelength of 1064 nm

3aknioyenue

TeneaHrnaktTaTn4eckue cocyfbl OTHOCUTENbHO 60rb-
LIOro guameTpa fBAATCA TUMUYHBLIM NPU3HakoM 6a3arb-
HOKNETOYHOro paka KoxXu. [loctaBka [OCTATOYHOro KOJu-
YyecTBa SHeprun ¢ ANUTENLHOCTLIO UMMYTbCa KOpoYe, Yem
BpeMs TEPMUYECKON penakcauum cocyancTom CetTn onyxo-
11, BbI3bIBaeT HeobpaTumoe paspyLleHne cocynos, Beay-
Lee K perpeccum onyxonu.

JononHnTensHbBIM NpeMMyLLIECTBOM (DOTOTEPMUYECKO-
ro BO3AENCTBUS HA COCYAbl MO CPaBHEHWUIO C TPaAMLNOH-
HbIMU [ECTPYKTUBHBIMU UMW 3KCUM3NOHHBIMU MeTofamMu
neYyeHuns aBnaeTca NoTeHuManbHoe coxpaHeHne 30opoBom
TKaHu, oKpy>atoLLien oryxons [10].

OTa CenekTUBHOCTb, NOATBEPXAEHHAA KOH(POKanbHO-
MUKPOCKOMUYECKUM U306paxKeHnem, oTnn4aeTcs OT He-
creunnyeckoro paspyLleHrus ¢ NMOMOLLbIO SneKTpoKoa-
rynaumm unm nasepa Ha yrnekumcrnom rase. KoHdokansHas
nasepHas cKkaHupyoLLasa MUKPOCKONUS NMO3BONAET B PEXU-
Me pearibHOro BPEMEHW OLEHUTL CTPYKTYpPY Onyxonu, rpa-
HUUBI, MMYy6UHY MHBa3UU U 3PAEKTUBHOCTL MPOBOAUMOrO
neyeHus.

MpenmyLecTBa MCMNONbL30BaHWA Na3epHOro nanyye-
HWS ¢ ANUHON BOMHbI 585 1 1064 HM AN nevyeHus noBepx-
HOCTHbIX Y HOBYNSAPHLIX (POpM 6a3anbHOKIETOYHOrO paka
KOXMW BKMOYalOT B ceb6 MUHUManbHoe Bpems peabunu-
TauMm, OTCYTCTBME 3HAYMTESIbHbIX NMOBOYHBLIX 3PEKTOB,
BbICOKYIO 3(PEKTUBHOCTL, XOPOLUMN KOCMETUYECKUN
3apdekT 1 nepeHocMMocTb. JlazepHas Tepanua cHuXaeT
BEPOATHOCTb PaHEBLIX OCIIOXHEHUIN, TaKNX KakK MHAEKLNN
(oTcyTCTBME OTKPbLITOM paHbl) U anneprn4eckuin KOHTaKT-
HbI lepMaTuT, BbI3BaHHbIM MCMONb30BaHNEM MepeBA30Y-
Hbix cpeacTs. [l
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! LleHTpanbHas rocynapcTBeHHas MeaULMHCKas akaaemus Ynpasnenus fenami Mpesuaeqta PO
121359, Poccus, r. Mocksa, yn. Mapwana Tumoluerko, a. 19, cp. 1A

2000 «Cb KnuHuka kocmeTonorim»

410012, Poccus, r. Caparos, yn. YentockuHues, . 148

O630p NMUTepaTypbl NOCBALLEH Npo6rieMe po3aleanofo6HOro gepmaTnTa, passmBatoLLerocs y naumeH-
TOB C po3alea Ha hoHe HepauMoHanbHOro 6€CKOHTPONBHOIO UCMOJIb30BAHUSA TOMUYECKUX MMIOKOKOPTHU-
KOCTEePOUIO0B UM KOCMETUYECKUX CPEaCTB. KNMHNYeckas KapTuHa coHeTaHHOM NaTosiorMm cknanpiea-
eTCA U3 CUMMTOMOB, XapaKTepHbIX O5A 060MX 3a60/1eBaHWi, YTO 3aTPYOHAET OUArHOCTUKY.

TakTuKa BefieHWsi NaLUMeHToB C CoYeTaHHOI NaTonornen B Nepseyto ovepenb npearonaraeT ycTpaHeHue
CMMMTOMOB po3aLleanofo6Horo aepMartiTa, JOMUHUPYIOLLEro B KIIMHUYECKOW KapTUHe, C UCNonb30oBa-
HVYeM MeTpPOoHMAAa30a, UHIMBUTOPOB KaslbLMHEBPUHA, a3e1aMHOBON KUCMOTLI, B TAXEeSbIX ClyYaax —
HU3KMX 403 CUCTEMHOro M30TpeTnHoMHA. O6CyXaaeTcss BO3SMOXHOCTb UCMOSMb30BaHNUA LIMHKA MUPUTUO-
Ha aKTMBMPOBAHHOr0, 06M1aAatoLLEero aHTUMUKPOGHBLIM, NPOTUBOrPUGKOBLIM U MPOTUBOBOCMANUTENbHBLIM
LEeViCTBMEM, B Ka4eCTBe TONMMYECKOro cpeacTBa Ans yCTpaHeH st CUMNTOMOB po3alieanofo6Horo aep-
martura.

Knto4eBble cnoBa: po3aueanofgo6HbIi fepMaTuT; nepuoparnbHbI AepMaTUT; po3aliea; AMarHoCTUKa; nevyeHue

KOHMNMKT MHTEPECOB: aBTOPbLI JAHHON CTaTbW NOATBEPAUN OTCYTCTBUE KOH(NMKTA MHTEPECOB, O KOTOPOM
Heob6xoaMMo COOBLLUMNTD.

NCTOYHMK chHAHCMPOBaHUSA: pa6oTa BbINOSIHEHA U ONYGNMKOBaHa 3a CYeT (PMHaHCUPOBaHUS MO MecTy pa6oThl
aBTOPOB.

Ona yutupoBaHus: Bakynes A.J1., Bakyneea M.B. O B3auMocBs3n po3alieanofo6HOro fepmaruta u posaea.
BecTHuK gepmatonoruu n BeHeponorum. 2022;98(6):101—106. doi: https://doi.org/10.25208/vdv1376
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About the relationship of rosacea-like dermatitis
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Marshala Timoshenko str., 19, bldg 1A, 121359, Moscow, Russia
2LC SB Cosmetology Clinic
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The literature review is devoted to the problem of rosacea-like dermatitis developing in patients with
rosacea against the background of irrational uncontrolled use of topical glucocorticosteroids or cosmetics.
The clinical picture of the combined pathology consists of symptoms characteristic of both diseases, which
makes diagnosis difficult.

Management tactics of patients with combined pathology, first of all, involves the elimination of symptoms
of rosacea—like dermatitis, dominating the clinical picture, using metronidazole, calcineurin inhibitors,
azelaic acid, in severe cases — low doses of systemic isotretinoin. The possibility of using activated

zinc pyrithione, which has antimicrobial, anti-fungal and anti-inflammatory effects, as a topical remedy

to eliminate the symptoms of rosacea-like dermatitis is discussed.

Keywords: rosacea-like dermatitis; perioral dermatitis; rosacea; diagnosis; treatment
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[l Posalieanono6Hblii foepmMatuT npeacTasnseT co6om
BeCbMa pacrnpocTpaHeHHoe 3abonesaHne KoXu ¢ npenmy-
LLIEeCTBEHHBIM MOpaXeHnem nuua, XapakTepusyolleecs
3pUTEMON, Nanynamu, Nyctynamu v wenywieHvem [1]. AHa-
NOrMYHOE MO CBOUM KIIMHWUYECKUM MPOSBEHUAM Mnopaxe-
HVMEe KOXW BOKPYr pTa TpaguuMOHHO UMEHYIOT nepuoparnb-
HbIM AepMaTUTOM.

B nocnepHve roapl YBENMYUIIOCH YMCNO MaLUEHTOB
C NopaxeHNeM KOXW B cpefiHeil YacTu nuua, 4Yto Tpebyet
nposefeHVs auddepeHUmMansHo OMarHoCTUKM € Krac-
CUYECKOM KITMHWYEeCKOW KapTuHOW po3auea. BeposiTHasn
npuynHa MOXeT ObITb CBA3aHa C 6ECKOHTPOSbHLIM CaMo-
CTOAITENIbHBIM ~ UCMONb30BaHMEM MaLMeHTaMn  CUMbHBIX
TONUYECKMX TNMIOKOKOPTUKOCTEPOUAHBIX NpenapaTos, Koc-
METUYECKUX CPefAcTB C MOMLUMMWN UM OKKITHO3UOHHBLIMU
ceonictBamu. A.B. Camuos, E.P. Apasuiickas (2021) cuuta-
10T, YTO MNP NOPaKeHUM HOCOLLEYHbIX CKNafoK, nepuopbu-
TanbHbIX obnacTer u Ap. y4acTKoB nuua npeacrasnseTcs
LenecoobpasHbIM UCMoNb30BaTh TEPMUH «po3aLeanofot-
HbIN AepmatuT» [2]. [py 3TOM He UCKNIYaeTCs, YTO OH MO-
XeT BO3HMKaTb y NaLMeHToB € po3atiea Ha hoHe HepaLmo-
HarbHOro nevyeHus.

Ecnu paHee posaueanofjobHbI aepmartuTt BcTpeyan-
CA MPenMyLLLeCTBEHHO Y XEHLLUWH, TO B NOocrnegHee BpeMs
natonorus crtana 4Yale perucTpmpoBaTbCs Y fnL, My»XCKO-
ro nona. lNocnegHee OGBLACHAIOT U3MEHEHMEM OTHOLLIe-
HWSE MYXUYMH K KOCMETUYECKMM CpefcTBam n3-3a obLuero
TpeHAa Ha OMONOXEeHWE W XenaHus UMeTb uAeanbHyo
koxy [1].

B HacTosiLLee BpeMs pasBuTUE posauea TpaauuMOoH-
HO accouMUpyoT C MepBbIM 1 BTOPLIM (POTOTUNAMWN KOXMN
(x0T maronorns MoOXeT BO3HMKaTb Npu l060M POTOTUNE)
N reHeTMYeCcKon npenpacnonoXeHHocTblo. Hanbonee 3Ha-
YAMbIMU TpUrrepamMun Anf pasBuTUS po3auea sBAATCA:
BO3[ENCTBME COSIHEYHbIX Ny4eln, BbICOKUX MO0 HUBKUX
TemnepaTyp; 3MOLMOHasNbHbLIA CTPecc; MpuemM ankorons
N OCTPOM NULLIN; ropsiYne BaHHbI; NMOBbILLEHHAs BNIaXHOCTb
Bo3ayxa [3]. KntoyeByo ponb B pas3sutuu posaLeanonot-
HOro fepmaruTa urpaet akT perynspHoro, nopown [orn-
rOCPO4HOro, MpUMeHeHns dTopcoaepXallnx [HoKOKOp-
TMKOCTEPOMAOB WU (MNK) HepaumoHasibHOe MpUMEHEHUe
OYMLLIAIOLLIMX MOKOLLIMX UITN OKKITFO3NOHHBLIX KOCMETUHYECKUX
cpencTs [2]. Tak Kak nauueHTbl ¢ po3alea Hepeako camo-
CTOAITESIbHO MPUMEHSIOT ToMMYeckne TopcoaepxaLume
rMIOKOKOPTUKOCTEPOUAb! AN KYNMPOBaHUS CyObeKTUBHbIX
OLLYLLIEHUIA XOKEHUS W MNoKarnbiBaHWA B o4arax, a Takxe
YMEHbLLUEHUS BbIPaXXEHHOCTN 3PUTEMbI, Y HUX MOCTENEeHHO
MOXET pa3BUTbCA po3aleanofobHbin gepmaTtut. lNocnen-
HWUI «HaKnagblBaeTCcA» Ha KNMHUYECKNe NposiBNeHns posa-
Lea 1 Hambornee OTYETNNBO NPOABIAETCA NOcne NPUHATUA
nauyMeHToM peLLeHNs 06 OTMEHE TOMUYECKUX MIIOKOKOPTU-
KocTeponaos, 06bIYHO CBA3AHHOrO C BO3HMKLLEN CTepou-
nocobuen.

MaToreHes posauea CrnoxeH U MHororpaHeH. BaxkHoe
3Ha4YeHVe B pasBUMTUKM po3auea npuaalT HapyLUeHUsM
BPOX[OEHHOro UMMYHUTETA, ONoCpefoBaHHbLIM akTuBaLmen
TLR 2-ro Tvna (toll-like nogo6HbIX peuenTtopos). Tpurrepsl,
knewm poga Demodex, MnkpoopraHnam B. oleronius v gp.
6aKTepun NOBpeXAalT KOXHbIA 6apbep U CNOCOOGCTBYIOT
aKTUBaLUN KanimkpenH-KMHUHOBOW CUCTEMBI, MOSIBNEHUIO
aHomarnsHon dopmbl KatenuumauHa LL37. B pesynbta-
Te MPOUCXOAUT CTUMYNALUMSA TYYHbIX KNETOK, aHruoreHe-
3a, Th-1- u Th-17-MMMYyHHOrO OTBETA U MOLLHbINA BbIGPOC
NpoBOCMANUTENbHLIX LIUTOKMHOB U XEMOKUHOB B KOXE.
AKTMBaUMA KepaTUHOLMTOB W 3HOOTENMOLMTOB, a Takxe
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pasgpaxeHne HepPBHbLIX OKOHYaHWUI B KOXe CrMoco6CTBYIOT
M36bITOYHOMY BbLIGPOCY cybcTaHummM P 1 KanbLUUTOHWH-
3aBMCUMbIX NENTUAOB. 3TO NPMBOOUT K COCYANCTON Ba30AN-
naTaumm, NOBbLILLEHUIO MPOHULIAEMOCTU Kanwumnsipos KOXW,
hOPMMPOBAHUIO MPUIMBOB, OKa3bIBAIOLLMX AOMOSHUTESb-
HOe HebnaronpuaTHoe BIUSIHWE Ha aHrmoreHes, passuTuio
oTeka 1 HOPMUPOBAHUIO HEWUTPOMUIBLHOrO MHULTpaTa
B Aepme [4-8]. HapyliueHne npoHuuaemoct 6apbepa po-
roBOro Cfios anuaepmMmnca BbI3bIBAET MOBLILLIEHWE YYBCTBU-
TENbHOCTW KOXMW Y NaumeHToB ¢ po3aLlea [9, 10].

MexaHuambl  hopMMpoBaHUs  po3aleanofo6HOro
JepmMaTuta B HacTosiLee BpeMmsi Hefb3s CHMTaTb OKOHYa-
TEeNbHO M3Y4YeHHbIMU. BbicKasbiBaloTCA NPeAnonoXeHus,
YTO TOMMYEcKue rNIOKOKOPTUKOCTepouapl (peako — mnpe-
napatbl AHHOW rpynmbl Ans Ha3anbHOro WUMn MHransum-
OHHOMO NPUMEHEHMWS) OKa3blBaIOT HEONaronpuaTHOE BU-
AIHME Ha MUKPOIOPY BOSIOCAHOIro OONMNMKYa U KOXHbIN
6apeep. ObcyxpaeTca ponb rpnbos pogja Candida, dy-
306aKTepui 1 Knewen poga Demodex B pa3BuTumn 1 nog-
Oep>XaHun faHHoW NaTosiornm, B TOM Yncne Ha poHe npu-
emMa npoTuBo3a4aTtoyHbix npenapatoB [11-14]. CoxpaHseT
CBOIO aKTyanbHocTb runoteda G. Spirov n coasT. (1971)
O HebnaronpuATHOW PONM OYULLIAIOLLINX CPEeAcTB, pOoTo-
NPOTEKTUBHbLIX N OCHOB TOHasbHbIX CPEACTB B HapyLUEeHUN
KOXHOro 6apbepa 3a cyeT casura pH n ypeamepHoro ob6es-
XUpUBaHUS KOXN [14].

J. Wilkin n coasT. (2002) onucanu OCHOBHblE KNMHW-
Yeckune Mpu3Hakn posauea n BbIgENUIn noaTunbl AaHHo-
ro gepmatosa [15]. K nepBuyHbIM Npu3Hakam 3abonesa-
HWSI OTHOCAIT: NPEXOASLLYIO 3pUTEMY; CTOMKYIO 3puUTEMY;
Hanu4uve nanymn, nycTyn n TeneaHrnaktasuin. BropuyHbie
NPU3HaKK: XOKeHWe N 60Me3HEHHOCTb B o4varax; Hanu4ive
oTeKa; nokanusauus nNpevMyLLecTBEHHO B LieHTpasibHOM
YacTu nuua; U3MeHeHus no Tuny um. [na nocTtaHoBKK
AmarHosa focTaTto4yHO OJHOro NMEepPBUYHOrO W OJHOrO BTO-
pu4Horo npuaHakos. MoAgTunel posauea: aputemarto-Tene-
aHrMaKTaTUYeCKUn; nanyno-nycTynesHbln; (OUMaTO3HbIN;
ohTanbMopo3saLiea.

B.M. Apackesn4 (2008), xapakTepu3ys KIMHUKY po3a-
LeanofobHoro aepMaTtuta, ykasblBaeT Ha Hanu4vue spute-
Mbl, KOHYCOBWAHbIX Nanyn B o4yarax [16]. K gpyrum nposs-
NeHUSIM OTHOCAT BE3MKYIbl, NYCTYAbl U WenyweHne. 3oHa
KOXW BOKPYI KpacHOW KaWMmbl ry6 Bcerpga octaeTcsi CBO-
6opHoM oT Bbickinanui [1]. A.B. Camuos, E.A. ApaBuiickas
(2021) nogyepkMBaloT, 4TO po3aueanofo6HbIA gepMaTuT
Hanboree 4acTo BCTPeYaeTes Y XEeHLUH cpeHero Bo3pac-
Ta, a posalea — Yy Nofen cpefHero 1 noXxunoro sospacTa.
B nepsom cny4vae xapakTepHbl Menkue 61efHO-pO30Bble
nanynel, He CBA3aHHbIe C PONNNKynamm, KoTopsle pacrno-
naraloTcsl Ha KpacHOM LUenyLiaLeMcsl OCHOBaHUN. Y3ernku
npu posauea 6os5ee KpynHble U UMEIOT CKITOHHOCTb K WH-
duumposaHuio [2]. BaxHenwmnm aktopom Ans ycTaHOB-
NeHuns auarHosa posateanofo6Horo gepMarura aBnseTcs
aHamHe3: cBA3b MexXAay nosiBneHnem addpnopecueHummn
M [OMrOCPOYHBIM MPUMEHEHNEM TOMNYECKUX THOKOKOPTU-
KOCTEPOMAHbIX NpenapaToB (pexe Hal3asbHbIX UK B Buae
aspo301en) namM KOCMETUHECKUX CPEACTB.

MIMeHHO aHamHe3 uMeeT KI4YeBoe 3HaveHue
Ona  ycTaHOBMEHUs [uarHosa po3saueanofo6Horo paep-
MaTuta Ha poHe posauea. KnuHuyeckas cumMnTomMartuka
B TAKOM Crly4ae He fBnfeTcs onpegenstoLen ans ycraHos-
JNleHns AMarHosa, Tak Kak CoOAepXuT 4epTbl 060MX naTono-
rMYecKunx npoLeccos.

Tepanus nauneHToB ¢ po3aleanofo6HbIM AepMaTUToM
B LISIOM COOTBETCTBYET MpUHLMNAM fle4eHus nepuoparb-
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Horo gepmatuta. BmecTe ¢ Tem crnegyeT nog4epkHyTb,
4YTO NeYeHne MOXeT MPeAcTaBnsATb CMOXHYH npobnemy,
ecnn naTonorns BO3HWKMA Ha (OOHEe HepaumoHarbHOro
ONUTENbHOrO MPUMEHEHUS TONMUYECKUX MMIOKOKOPTUKOCTE-
pounaHbIX NpenapaToB Afs «fevyeHus» posavea.

Ha HavanbHOM 3Tane BaXHO NpekpaTuTb perynspHoe
UCMONb30BaHNEe TOMUYECKUX TIOKOKOPTUKOCTEPOUIOB.
Mpy egnHOBpPEMEHHOM OTKase OT UX MPUMEHEHUs cneuma-
JINCT MOXET CTONKHYTbCS C Cepbe3HbIM 060CTPEHUEM Na-
TONMOrMYEeCKOro npoLecca Ha Koxe 1 yCuneHmemM MyyuTesb-
HbIX AnA NauMeHTa CyObeKTUBHbIX OLLYLLEHWM B o4varax
B BMOE XOKEHUS, NokKanbiBaHUS, CTArMBaHUSA KOXW U 3yaa.
B Takom cnyyae cnegyet ns3bpatb TakTUKy step-down Tepa-
N1 C BPEMEHHbBIM UCMOMb30BaHMEM MeHee aKTUBHbIX Npe-
napartoB (B TOM 4YMCre rMapOKOPTU3OHA) BMJIOTb A0 MX OT-
MeHbl. BaxHO noHMMaTb, 4To po3aLeanofobHbIn aepMaTuT
(BnpoyeM, Kak ¥ po3auea) He SABNSETCA annepruiyeckum
NpoLEeccoM, U BPEMEHHOE MUCMOSb30BaHNE HU3KOMOTEHT-
HbIX TNIOKOKOPTUKOCTEPOUAOB LeNiecoobpasHo UCKNIYM-
TenbHO ANg NpefoTBpaLLeHns pa3BUTUS CUHAPOMA OTMEHbI
nmM6o ANs YMEHbLUEHUS BbIPAXXEHHOCTN KIIMHUYECKNX CUM-
nTomMoB nocnegHero [1].

MeTtpoHugason (0,75—1% renb) sABnseTca npenapaTom
C aHTMbaKTepuarnbHbiM 1 NPOTUBOBOCMANUTESNbHbIM Aen-
cTBmeM, Bxoaut B PefeparsnbHble KIMHUYECKUE PeKOMEH-
daummn «Poszauea» n «lNepuopanbHbin gepMmatuT». Hecmo-
Tpsl HA MHOMOSIETHUI OMbIT €0 UCMOMb30BaHUA NPY AaHHbIX
naTtonorusax, crnegyeTr MOAYEepKHYTb €ro YMepeHHyl 3g-
PEKTUBHOCTb, 4YTO OrpaHUYMBaeT ero WCnosb3oBaHue
npuv co4eTaHun posauea u posaueanofobHoro gepmarumra.

Tonuyeckun MHrMOUTOP KasbUUHEBPUHA NMUMEKPONU-
Myc (1% Kpem) unm azenanHosas knucnota (20% kpem; 15%
refib) MOryT MPUMEHATLCA B NleYeHUM po3aueanofo6Horo
JepmartuTa, passuBLLErocs Ha ooHe pozauea, ¢ 60nbLUeN
3(hbheKTMBHOCTLIO, 4eM MeTpoHupason [17-21]. Cnox-
HOCTb MCMONb30BaHUSA [aHHbIX MpenapaTos, WMELLNX
JOKa3aHHY KNMHUYECKY0 3(PEKTUBHOCTb, COCTOUT B UX
BO3MOXHOM UPPUTAHTHOM AENCTBUM HA KOXY.

B aTOM cBA3M NpeAcTaBnsieT UHTEpPEeC TONMYECKU npe-
napar UMHKa NMpUTMOHA aKTMBUpOBaHHOrO (0,2% Kpem
CkuH-kan). B HacTosiLee Bpemsi JOKa3aHo, YTO ero npu-
MEHeHMe COMpPOBOXAAETCA YMEHbLUEHNEM CYOBbEKTUBHbIX
OLLYLLIEHUI U BbIPAXEHHOCTU BOCMNANUTENbHOrO npouecca
npy aTtonuyeckoM WM CebGOperHOM fepmaTuTax, 9K3eme,
ncopuase, a Takxxe CHUXeHVeM NOoTPe6GHOCTU B UCMONb30-
BaHWUM TOMUYECKMX TIIOKOKOPTUKOCTEPONAOB U aHTUIUCTa-
MUWHHBIX Npenaparos [22, 23].

HapyLueHne uenoctHocTM MembpaH — CBA3blBaHWE
c hocchonunugamu n genonsapusaums MemobpaH, a Tak-
Xe CHwxeHve ypoBHa AT®, npusBoauT K rnbéenn 6akre-
puiA (CTPENTOKOKK, CTA(PUITOKOKK, CMHErHomHasa nasoydka,
KuLeYyHasa nanodvka, npotewn) v rpubos (Malassezia spp.,
Candida spp.) [22, 23].

lMokazaHo, 4YTO Npu BO3OEUCTBUM LUHKA MUPUTUOHA
npoucxoamT ycuneHue arountapHon akTMBHOCTU Ma-
KpodharoB, pe3koe yBeNn4eHne YPOBHS KIIETOYHOro LMH-
Ka 1 HebosbLIOe YyBeNu4eHNe YPOBHSA KIETOYHOW Menaw,
WHrM6UpoBaHMe YHKLUU MUTOXOHOPUNA, CHWXKEHWE 3KC-
npeccun nunasbl, WUHrIMOUPOBaHME CUHTE3a KnacTepoB
Fe-S B M. restricta [24]. OTMe4€eHO, YTO HOpManNM3aLus Mu1-
KpobroMa KOXM Croco6CTBYEeT OOCTUXXKEHUIO CTOMKOW pe-
MUCCUKN N NpeaynpexaeHuIo pa3suTus CUHOPOMA OTMEHbI
npv gepmarosax [25].

HecmoTpa Ha oTCyTCTBME PaHOOMWU3UPOBAHHbLIX KMU-
HUYeCcKUX uccrepfosaHuii npyu posaueanofo6HoMm Aepma-

T. 98, Ne6, 2022

B NMOMOLLb NMPAKTUHECKOMY BPAYY / GUIDELINES FOR PRACTITIONERS

TMTE, NMUPUTMOH UMHKA akKTMBMPOBAHHbBIA MPUMEHsIeTCs
off-label B knuHM4eckol npakTvke Npu OaHHOW naTono-
rmn. 3TO CBA3AHO C aHTUMUKPOOHBIM, MPOTUBOrPUOKOBBIM
M NpoTMBOBOCMaNUTENbHbIM AeNCTBUAMW npernapara, Ko-
TOpble Ha 3Tane JOMUHUPOBAHWA B KIIMHUYECKON KapTUHe
po3aLieanofo6HOro Aepmarura npefcTaBnaoTCcs npuopu-
TeTHbIMU. B aHanu3npyemon Hamn KNMHUYECKoM cuTyaumm
npefcTaBnseTcs BecbMa Nnone3Hon nMetoLascs y npena-
pata uMHKa MMpUTUOHA akKTUBMPOBAHHOIO CrMOCOBGHOCTb
yMeHbLUaTb NOTPEOGHOCTb B TOMUYECKUX MIOKOKOPTUKOCTE-
ponpHbIx cpefcTeax. locne KynuposaHuUs KIMHUYECKUX
nposiBfeHuin posatveanofobHoro gepmarura y nuu ¢ cove-
TaHHOW naTonornemn LenecoobpasHo BEPHYTLCA K NeYeHUIo
posauea.

B nutepartype Takxe MMeloTCs eAMHNYHbIE COOOLLIEHNS
0 XOpoLLen TepaneBTU4ecKon ahPeKTUBHOCTHN poToaMHA-
MUYECKOM Tepanun B fle4eHnn posaLeanofobHoro aepma-
TUTa Mo cXeme MnocrnefoBaTeNlbHOro NPUMEHEHUs1 yMepeH-
HbIX 003 CUHero (4nvHa BosHbl 400 HM) U KpacHoro (anuHa
BOJHbI 660 HM) cBeTa [1].

B Taxenbix cnyyasx nokasaH CUCTEMHbIA U30Tpe-
TMHOWH, KOTOPbIA Ha3HavalT B HebonbLmx go3ax (0,2—
0,3 Mr/kr macchbl Tena) 6e3 nogcyeTa CyMMapHON Kymy-
NATUBHOW O03bl.

06cyxpeHue

PoszaueanogobHbii gepmMaTuT B HacTosillee BpeMmsi
BCTpeYaeTcs BecbMa 4acTo. [1aTtonornsa MoxeT pa3BuUTbCA
y N1y ¢ po3alea Ha hoHe CaMOCTOATENIbHOrO 6ECKOHTPOSb-
HOrO OJINTENbHOrO JIeHeHUs TONMMHYECKUMU TTIHOKOKOPTUKO-
cTepovgamu. B Takom cuTyaumm KnMHU4ecKme nposiBNeHns
OBYX MNaTofiorMyeckmx MnpOLEeCCOB HaKaablBatoTCA OpYyr
Ha gpyra, U3BpallaloT KITMHUYECKYIO KapTUHY U Ha4YMHaoT
NPEeLCTaBNATb CEPbE3HYI0 AMArHOCTUYECKYKD Npobnemy
Ons cneuyanucra.

Kno4yeBbIM acnekToM OuarHOCTMKM po3aueanofo6Ho-
ro gepmarmra Ha hoHe po3aLea ABnseTcs aHamHe3s. imeH-
HO (paKT 6ECKOHTPOSILHOrO NMPUMEHEHMUSA TOMUYECKUX [IIHO-
KOKOPTUKOCTEPOMAOB [J11 YMEHbLUEHUS BbIPAXXEHHOCTU
HEMPUATHBLIX CYOGbEKTUBHBIX OLLYLLIEHWIA, LeHTpodaumarnb-
HOW 9pUTEMBI 1 BPYrUX KITMHUYECKUX MPOSIBIIEHNI po3aLiea
npeacTaBnseTca Hambonee 3Ha4YMMbIM ONs MOCTAHOBKM
JunarHosa posaueanofgo6Horo gepmarumra.

JledyeHne naumeHToOB C COYeTaHHOW naTonorven 3a-
TPYOHEHO B CBA3U CO CIIOXXHOCTbLIO EAUHOBPEMEHHOIO OTKa-
3a OT NMPUMEHEHMSA TOMUYECKUX TIIIOKOKOPTUKOCTEPOUOOB.
Mcnonbays TakTuky step-down Tepanum, cneumanucTsl MO-
ryT NOCTENEeHHO NMPEeOLOSIETb 3aBUCUMOCTb KOXWU OT pery-
JNIAPHOrO HAHECEHWA NpenapaToB OAHHOW rpynbl.

B nocnepyiolwem gns ycTpaHeHUst CUMMTOMOB po3a-
Leanogo6bHoro gepmartuta uenecoo6bpasHo nepeksnoye-
HUEe Ha TOMMYECKMA MMMEKPONUMYC, Npenaparbl azenau-
HOBOW KUCMOTbI unn MeTpoHnaasona. OgHako 3TO MOXET
COMPOBOXAATLCA HeXenaTeSlbHbIMU ABMEHUSMU B BUAE
mpputaumMm KoXu 5nmMbo HepocTaTO4HbIM TepaneBTu4e-
CKMM OTBETOM.

B Takom KNMHN4YEeCKOWM cuTyaLmm B Ka4ecTBe Tepanum
off-label BO3MOXHO NpUMeHATL Npenapart LMHKa NMpuUTn-
OHa aKTUBMPOBAHHOro, obnagaroLimini aHTUMUKPOOHbLIM,
NPOTUBOrPUOKOBBLIM U MPOTMBOBOCMANIUTENbHLIM [El-
cTBneM. K OOCTOMHCTBaM [AaHHOrO TOMUYECKOro cpeg-
CTBa OTHOCMUTCS ero CnocO6HOCTb yMeHbLUaTb MOTPe6-
HOCTb KOXW B TOMWYECKUX [JIIOKOKOPTUKOCTEpPOMaAX,
YTO B OAHHOW KIIMHUYECKOW cuUTyauun npepcTtasBnseTcs
0CO6EHHO LEHHbIM.

BecTHuk gepmaTonorumn n seHeponorun. 2022;98(6):101-106 M
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B TaXesbIX Cry4asx coveTaHHOM MaTtorornm Tepanus
MOXeT 6bITb ycureHa npuMeHeHnem HeboMbLUUX [03 CUC-
TEMHOr0 U30TPETUHOMUHA.

Mocrne KynuMpoBaHWsi CUMMTOMOB po3aLiearnono6Horo
[epmaTtunTa BaXHO NepeKniounTbCa Ha Tepanmio OCHOBHOMO
3a6oneBaHuNa — posatiea, KOTopoe ABUMOCh MPUYMHON He-
PaLMOHANILHOMO CaMOCTOSITENTbHOMO MPUMEHEHUA Tomuye-
CKUX NIOKOKOPTUKOCTEPOUAOB MaLMeHTOM. BaxHo Takxe
06bACHUTL MaLMEHTY C po3aliea LienecoobpasHoOCTb OTKa-
3a OT MPVMEHEHUs TOMUYECKMX FMIOKOKOPTUKOCTEPOUOB
1 nomobpaTtbh paumoHanbHble CPeAcTBa yxoda 3a KOXeid,
YTO MO3BONUT NPEOOTBPaTUTL BO3MOXHOCTb peuuamsa po-
3aueanofo6HOro AepmaruTa.

3akntoyenue
Posaueanofo6Hbin gepMaTtut passuBaeTcs y nauu-
E€HTOB, CTpajalLmx po3aLea, Ha POHe HepauMOHaNbHOro
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6ECKOHTPOSILHOI0 UCMOMb30BaHUA TOMNUYECKUX MMIOKOKOP-
TUKOCTEPOUAOB UMM KOCMETUYECKMX CPefcTB. KnuHunde-
cKas KapTuMHa posaueanofo6Horo gepmartura, BO3HUK-
Lero Ha poHe posauea, cknagbiBaeTcs U3 CUMMTOMOB,
XapaKTepHbIX Ans 06enx naTtonorun, 4To 3aTpygHAeT au-
arHocTuKy. TaKTuKa BefieHWs MnauueHTOB C coYeTaHHOM
narosiorven B nepsyto ovepefb npeprnonaraeTr ycrpaHe-
HWe CMMMNTOMOB po3auleanofobHoro gepmaruta, OOMU-
HUPYIOLLIEro B KITMHUYECKOM KapTuHe. lNMocne ycTpaHeHus
CMMMTOMOB MOCNEeAHEero creuuanuncTy LienecoobpasHo
NnepekntioYnTLCA Ha fledeHne posauea u nogobpatb pa-
LumoHanbHble cpeacTea yxopa. LiMHka nupuTnoH aktmeu-
poBaHHbIA, 06nafarwoLmMi aHTUMUKPOOHLIMK, MPOTUBO-
rPUOBKOBBLIMW N NPOTMBOBOCMANUTENIBHBIMW CBONCTBAMM,
MOXET paccmMaTpuBaTbCA B Ka4ecTBe TOMMYECKOro cpef-
cTBa AN yCTpaHeHUs CUMIMTOMOB po3aleanofobHoro
nepmatuta. [l
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AITUEHT C AUCIIAA3UEN COEAMHUTEABHOMN TKAHU HA npueMe
Yy KOCMETOAOTA: OCOOEHHOCTU AUATHOCTUKHU U TAKTUKU BEACHUA

© bopabix 0.5.

KpaCHOSIpCKIA roCyapCTBEHHbIA MEULIMHCKUIA YHUBEPCUTET UM. Npod). B.M. BoliHo-AceHeLKoro
660022, Poccus, r. KpacHosipek, yn. Maptu3ana YKenesHsika, 4. 1

Ha nprem K Bpa4y-KOCMeTOoSory 1 epMaTonory gOCTaTto4HO YacTo o6pallaroTcsa NauneHTbl ¢ pasnmy-
HbIMW NPOSABIIEHUAMM MHBOJIOLMOHHBLIX M3MEHEHUI KOXWN. Cpean Takux NaumMeHToB MOXHO BbIOENUTb
rpynny, y KOTOpbIX UMEEeTCs NPeXaeBpeMEHHOE CTapeHne, ToHHee, 6051ee Bblpa)KeHHbIE MPU3HAKK
cTapeHus nuua, B CpaBHEHUN CO CBEPCTHUKaMU. VIMEHHO B 3TOM rpynne 4acTo BCTpevalTCcs NaumneHThbI
C oucnnasmen cCoequHUTENLHON TKaHMW.

B paHHOM KNMHM4YecKoM crnyyae npeacTaBfieH NpMMep NauMeHTKN, UMEeKLLEN AMCNNasuio CoeanHn-
TENbHOW TKaHW C MONMOPraHHbIMW HAPYLLUEHMAMM U KOXXHbIMU NposiBreHusamMmn gucnnasumn. O6cyxaaeTcs
TaKTuKa BegeHus Taknx nauneHToB, 0CO6EHHOCTU OUAarHOCTUKM M BO3MOXHbIE OLUMGKM Mpu BegeHnn
nauneHToB C gucnnasven coeguHnTensHor TkaHu. Ocob6oe BHUMaHue Heo6xoanuMo YOeNUTb COBMECT-
HOMY BELEHMIO TAaKNX NALNEHTOB C Bpadamu ApYyrux cneunanbHOCTEN COOTBETCTBEHHO BOBJIEHYEHHbBIM
cucTeMam opraHoB U peKoMeHZaLMaM nalmMeHTam ¢ gucnnasven coeguHUTENbHOM TKaHW OTHOCUTENbHO
obpasa XM3HW.

KrntoyeBble CNoBa: aucnnasus coequHMTENbHON TKaHW; KOPPEKLMS MHBOMIOLMOHHBIX M3MEHEHMI KOXM; 61uopeBuTanmaaums

KOHMNMKT MHTEPECOB: aBTOPbLI AEKNApPUPYIOT OTCYTCTBME SIBHLIX U NMOTEHLMASIbHBIX KOH(MMKTOB UHTEPECOR,
CBA3aHHbIX C Ny6nnkauuen HacTosLen cTaTb.

NCTOYHNK chHAHCUPOBaHUSA: pa6oTa BbINOSIHEHA U ONYGNMKOBaHa 3a CHeT (PMHAHCUPOBaHUS MO MecTy pa6oThl
aBTOPOB.

Cornacue naumeHTa: nauMeHTka 4O6POBOSLHO nognucana MHPOPMMPOBAHHOE Cornacue Ha nyGnmnKaLmio
nepcoHanbHOM MeANLMHCKON MHopMaLmMn B 06e31M4eHHO hopMe UMEHHO B XYypHarne «BecTHUK gepmaronorum
1 BEHEPOSOrnU».

Ona yntuposaHus: Bopsbix O.B. MaumeHT ¢ gucnnasuvei coeauHUTENIbHON TKaHU Ha MpUMeMe y KocMeToslora:
0COOEHHOCTU ANarHoCTUKKN U TaKTUKKN BeeHusi. BecTHWK gepmartonorum n BeHeponoruun. 2022;98(6):107-112.
doi: https://doi.org/10.25208/vdv1355
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A patient with connective tissue dysplasia at a cosmetologist's
appointment: features of diagnosis and management

© Olga B. Borzykh

Voyno-Yasenetsky Krasnoyarsk State Medical University
Partizan Zheleznyak str., 1, 660022, Krasnoyarsk, Russia

Patients with various manifestations of involutional skin changes often come to an appointment with

a cosmetologist and a dermatologist. Among such patients, a group can be distinguished who have
premature aging, or rather more pronounced signs of facial aging, in comparison with their peers.
Connective tissue dysplasia are often found in this group of patients.

An example of a patient with connective tissue dysplasia, with multiple organ disorders, with skin
manifestations of dysplasia is presented. Tactics of managing such patients, diagnostic features and
possible errors in the management of patients with connective tissue dysplasia are analyzed. Particular
attention should be paid to the joint management of such patients with doctors of other specialties,
respectively, the organ systems involved and recommendations for patients with connective tissue
dysplasia regarding lifestyle.

Keywords: connective tissue dysplasia; correction of involutional skin changes; skin rejuvenation
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For citation: Borzykh OB. A patient with connective tissue dysplasia at a cosmetologist's appointment: features of diagnosis
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B AktyanbHocTb

Tema gucnnasui coeguHutensHow TkaHn (OCT) B Ha-
CTosiLLiee BpeMsl JOCTaTO4HO LLMPOKO OCBeLLlaeTcs Ha pas-
NUYHBIX KOHDEepeHUmax 1M B Hay4Hou nutepatype [1, 2].
N ecnn ewe 5-10 net Hasag AOCT B GonblUei cTeneHn
obcyxpanacb BpadYamu-opTonefamu, xupypramu, Tepa-
nesTaMu, Kapguornoramu U akylLuepamu-rmHekonoramm,
TO B HacTosLee BpeMs AaHHbIM BOMPOCOM 3auvHTepeco-
Banucb Bpadvu-gepmartonorn u kocmetonoru [3]. UHTepec
Bpa4Yen-gepmMaTosnioroB 1 KOCMEeTONOroB CBA3aH C KOXHbI-
MU MPOSIBNEHUAMN Y AaHHbIX NaumMeHToB. KoXHble nposs-
NEeHNa XapakTepu3yoTCA CKMOHHOCTLIO MauMeHToB K Mu-
nepTpouHeckuM mnu aTpodunyeckum pyoéuam, paHHUM
nosiBfieHMeM MOPLLIMH, CKNafoK, CHUXEHNEM TOHYCa KOXW,
obpa3oBaHveM KpOBOMOATEKOB fAaxke MNpu HesHauuTesb-
HbIX W He3aMeTHbIX TpaBmax [4]. Kpome TOro, y naumes-
ToB ¢ ACT oTmMevaeTcsa HEOOQHO3HAYHOCTb OTBETa KOXM
Ha OOblYHble 3CTETMYECKNE MEeTOAbl KOPPEeKUnn, a Takxe
ONA HUX MOTyT ObITb XapaKTepHbl TPEBOXHO-Aenpeccus-
Hble paccTpoicTtBa [5]. Bce aTo yxydwaeTr pesynbrathbl
3CTETUYECKON KOppeKumn nuua.

B HacTosilLee BpemMsa Haubonee M3yYeHHbIMWU ABMSA-
totca HacnegcteBeHHble OCT, ABNSAOLMECHS MOHOMEHHbI-
MU 3a60MeBaHNSAMU, Ha pPas3BUTME KOTOPLIX NMPaKTUYeCKn
He oOKasblBalT BNVAHWE BHeLHWe dakTopbl. Ho pac-
NPOCTPaHEeHHOCTb HacnegcTBeHHbix OCT cpaBHUTENBHO
HM3kas (1:10000-1:15000), a natonormsa gpyrnx opraHos
(KpomMe KOXMW) MHBanuauaupyloLas, nosTomy Bpadu-gep-
MaToNorMm U KOCMETONOrM KpamHe pefko MoryT BCTpe-
TUTbCA C AaHHbIMM NaumeHTamu [6]. Bonee BbICOKYIO
pacnpoctpaHeHHocTb (1:5) nmetot OCT, 06ycnoBneHHble
MynbTUPaKTOpUansHoOn 3TUONornen, To ecTb B pasBu-
TUM KOTOPLIX Y4aCTBYIOT pa3Hble BHELLHUE U BHYTPEHHWE
akTopb! [7]. B 3TOM cnyyae ana pasBuTMA NaTonoruu
COefIMHUTENBHOM TKaHW, KpOMe reHeTU4eCKnX DakTopos,
Heo6XOAMMO BNMAHME BHewHuX dakTopos. Takve OCT
UMeroT, Kak npasuno, 6onee nerkoe Ttedyexnve. MaHude-
cTaumsa KINMHNYECKNX MPOosSiIBNEHNI pasnnyHbIX CUHOPOMOB
MOXeT ObITb Kak B paHHeM, Tak 1 B 6onee no3gHeM BO3-
pacTe. [103TOMY B HEKOTOPbLIX Cry4asx AuMarHocTMpoBatb
srepsble OCT MOryT MMEHHO Bpa4n-KOCMeTomnorn u gep-
MaTomnorn y naumeHToB, NPULLEALLNX Ha 3CTETUYECKYIO
Koppekumio. Bce 3To roBopuT 0 Ype3Bbl4anHOM BaXHOCTU
YMEHUs BbIIBUTb MPU3HaKW NaTonornv CoefuHUTENbLHON
TKaHu, gnarHoctuposatb ACT, onpefennTb gasnbHENLYyo
NnepcoHann3MpoBaHHYIO0 TaKTUKY 3CTETUYECKON KOoppek-
LMK 1, YTO HE MEHee BaXKHO, BOBPeMS HanpasuTb Ha KOH-
cynsTaumio K gpyrum cneumanuctam [8].

Onucanue cnyyas

Ha npuem o6patmnack naumeHTka 40 net ¢ xanob6amu
Ha ycTanbi BUA nuua, yriybneHme HOCorybHbIX CKnagok,
nosiBfieHe MOPLLMH B 06nacTy MexopoBbs 1 n6a (puc. 1).

M3 aHamMHe3a: nocellaet KocMeTorora HeperynsipHo,
¢ 36 nert, 6bina npoeedeHa 6uopesnTanmsaums (6e3 Knu-
HMYECKOro pes3ynbrara, MO0 MHEHUIO MauMeHTKK), KOHTYp-
Has nrnactuka obracT HOCOry6HbIX CKNafoK U Crne3Hom
60po3abl npernaparaMu Ha OCHOBE rManypoHOBOW KUCHO-
Tol. [locne Koppekumn HOCOry6HbIX CKMafoK, Mo MHEHWIo
nauMeHTKn, y Hee yCUnuIocb HaBMCaHue BasnvKa TKaHew
HaJ HOCOryGHOW CKNafKoW; Mocfie KOppekLuu CresHon
60po3abl MOABUNNCE BanMKM B NOArnasHU4HOW o651actu
C CvHeBaTbIM OTTEHKOM («3dchbekT TuHgansa»). B annepro-
NOrM4eCcKOM aHaMHese: annepruyeckas peakuus no Tuny
KpanvBHWLbl Ha aHTUOMOTUKM MNEHULUMNSIMHOBOIrO psaa.
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Puc. 1. Maumnentka 40 neT ¢ xxanobamu Ha ycTanblii BU nuLa, yrnyonexue
HOCOrYOHbIX CKNafoK, MOSBNEHIe MOPLLH B 0011aCTV MEXOPOBbS 1 Nba

Fig. 1. Patient, 40 years old, complaining of a tired appearance of the face,
nasolabial folds, eyebrows and forehead wrinkles

B comatunyeckoM aHamHese: y nauuMeHTKU umeeTcs npo-
nanc MuUTpanbHOro KnarnaHa, rpbbKM MEXNO3BOHOYHbIX
OWCKOB, CKONMMO3 2- cTeneHn. B cemenHoM aHamHese:
6e3 0CO6EHHOCTEN, KOXXHOM NaTosiorim, Natonorum coegu-
HUTENbHOW TKaHU He 3aperncTpupoBaHo.

Pe3ynbrarel gou3nkanbHoro, 1abopaTopHoro
U MHCTPYMEHTAJIbHOI0 UCCIIEL0BAHNI

MauneHTKa acTeHMYEecKoro TENOCIIOXEHUs, UMeeTcs
Jeduumt ob6bema B o6nacTn nogbopoaka, a Takxe HeBbl-
pPaXeHHbI OedUUUT MArKUX TKaHenm B obnactu cpefHen
Tpetu nuua.

Koxa 6negHo-po30BOro LBeTa, C CUHIOLIHbLIM OTTEH-
KOM B NOArNasHM4HoOn o61actu, ¢ Heb6OMbLLMMK oYaramm
rMnepnurMeHTaumMmM B CpefHen TpeTu nuua u obnactu
néa. MNMpu nanbnaumm oTMEYeH PE3KO CHUXKEHHbIA Typrop
KOXM (aTOHMA KOXW), MNpuM pPOTaALMOHHO-KOMMPECCUOH-
HOM TecTe — CMeLUeHue TKaHen npu crnabom fdaBneHuun
C MHOXECTBOM MEJSIKMX MOPLUMH, TECT Ha 3MacTUYHOCTb
KOXMW HWKHEro Beka (LUMMKOBbIA TECT) — pacnpasfieHne
CKNnagku c 3agepxkon B 2-3 CeKyHAbl, 60MbLLIOe KONu-
YeCTBO pacLUMpeHHbIX nop. NMpu OueHKe BbIPaXXEHHOCTU
MOPLLMH Mo choTorpadmyecknm wkanam (Merz, scale) [9]:
MOPLUUHBLI N6a — 1-i cTeneHn, MOpLLMHbLI MEXOPOBbLA —
2- cTeneHu, nonoxeHwe 6posen — 3-1 CTeneHun, cnes-
Has 6opo3na — 3-i cTeneHn, cpefHe-LeYHasa 6opo3ga —
2-1 cTeneHW, HOCOry6Hble cKnagkym — 2-M CTENeHu,
MOPLUNHbI MapUOHETKN — 1-11 cTeneHn. Takxe umeetcs
yMepeHHOEe HaBuCaHWe BEPXHEro Beka, yMepeHHas cnes-
Has 6opo3pa (C BanMKOM U3 npegblayLlero npenapara),
YMEpEHHbIE U3MEHEHUS 06nacTu weun (OpsabnocTb KOXKU
M rOpU30HTasIbHbIE MOPLUUHBI).

O6palwaet Ha cebs BHUMaHME HECOOTBETCTBME €€
BO3pacTa M CTEMNeHU BbIPaXEHHOCTU BO3PACTHbIX W3-
MEHEHU KOXW nuua. LononHUTeNbHO nauneHTka 6bina
uccnegosaHa Ha NpU3HaKy anucnnasnm coeguHUTENbHON
TkaHu. [logpo6HO 0 AnarHoCTUKE N BeAeHUU NauMeHToB
C gucnnasvern CoeguMHUTENbHON TKaHW Mbl YXXe nucanu
B npegbioyllien cratbe «[ucnnasvm coepuHUTENbHOWN
TKaHU B MpakTUKe Bpada-kocMmeTosnora v gepmartonora.
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OcCo6eHHOCTM [NarHoCTMKM W BeAEeHUs MauueHToB»,
Ha npuMepe 3TOro KIIMHUYECKOro cryvyas pasbepem
npakTU4eckne acrnekTbl, KacalwLimecss KOHKpeTHOW na-
LUMEHTKN.

lMpn oueHKe NpU3HAKOB AWUCMNIA3UN COEQUHUTENbHOMN
TKaHW B KINTMHNYECKOWN NPaKTUKe Mbl UCMONb3YeM aHKeTUPO-
BaHWe nauneHToB, AaHHble ocMOoTpa 1 onpoca. [Ang nocTa-
HOBKM AuarHo3a mcnonb3yoTtces npusHaku no M.J. Glesby
n J1.H. A66akymoBoO# (guarHo3 gucnnasvm coeguHuUTenb-
HOW TKaHW ycTaHaBnuBaeTcs npu Hanmyimm 3 n 6onee Kpu-
Tepves) [13].

Mo AaHHBIM OCMOTpPA: PacTIKMMOCTb KOXM Haf nare-
panbHbIM KpaeM KiouunLbl 2 CM, aTOHUYHAs, MOPLLMHMCTasN
KoXa. N3 npusHakoB-heHOB Mo (peHOTUNMYecKon kKaprte
M.J Glesby (1989) — acTeHn4ecKuit TUMN KOHCTUTYLMK (MH-
gekc Bapre 1,536), ckonvo3, NoBbILLIEHHAs pacTsXUMOCTb
KOXW, MHOXECTBEHHbIE NMUIMEHTHbIE NATHA Ha KOXe, apax-
HOOAKTUANA (MONOXMTENbHBIA CUMITOM «OOMNbLLIOIO Nasnb-
La») — Bcero 5 npuaHakos. N3 npusHakos OCT u manbix
aHoManuim pasBuTUs No oueHo4Hour Tabnuue J1.H. A66aky-
MOBOW (2008) — aCcTEHNYECKUIA TUM KOHCTUTYLIMA, CKONNO3,
NOBbILLEHHAA PaCcTHKUMOCTb KOXW, MHOXECTBEHHbIE Mur-
MEHTHbIE MATHA Ha KoXe — Bcero 4 npusHaka. Kpome Toro,
M3 COMaTM4ecKoro aHamHe3a W3BECTHO, YTO NauueHTKa
MMeeT nponarc MUTPasbHOro KranaHa U rpbbkKu Mexmno-
3BOHOYHBIX AMCKOB, YTO TakXe ABMSETCA KIMHUYECKMMU
nposisneHvamu OCT.

Mpn OCT MoXeT ObiTb TakXe HapyLlueHWe HEepBHOW
CUCTEMBI U paccTponcTBa MCUXMKWM 1 nosepeHuns [5]. MNa-
LueHTKa Obina aHkeTMpoBaHa Mo rocnutanbHOM LuKane
Tpesoru n genpeccum (HADS), koTopas nokasana ypoBeHb
Tpesorn 15 6annoB (KNMMHUYECKU BbipaXeHHas Tpesora),
ypoBeHb genpeccun 10 6ansos (Cy6KMMHUYECKN BbIPaXeH-
Has genpeccus).

OunarHo3: ctapdyeckas atpodms koxu (L 57.4). Ouc-
nnasua coeavHUTENbHON TKaHM C KOXHbIMW, cepAeyHOo-Co-
CYANCTbIMWU, KOCTHO-CYCTaBHbIMU MPOSIBIIEHNAMW.

TakTuka BepeHus: guarHo3 OCT npepnonaraer mu-
HAMMU3AUMIO arpecCUBHOIO BO3OEVCTBUSA Ha KOXY nauu-
eHTa. o HaweMmy KnuHnyeckoMy onbITy nauneHTsl ¢ ACT,
MMeloLLIMe KOXHble MPOSBNEHUS AMCMNAasun, UMEIOT HU3-
KA OTBET Ha MHbeuupoBaHuve HaTuBHOM [K B KayecTBe
6uopeBuTann3aHTa. JTo NOATBEPXOAeTCA KOCMETONOoru-
YeCKMM aHaMHe30M MauMeHTKN (OTCYTCTBUE KITMHUYECKO-
ro pesynsrara nocne npoBefeHHON GuMopeBuTanu3auun).
YuntbiBas 0CO6EHHOCTU KOCMETONOrMYeCcKoro aHamHesa,
Hanuyne HexenartenbHOro SIBfIEHNs OT KOHTYPHOW nna-
CTMKW HOCOMYOHbIX CKNafoK (yCUneHne HaBncaHusa Banvka
HaJ HOCOry6HOW CKNagkow) u cnesHon 6opo3nbl (06paso-
BaHWe Banuka u «3pdekta TuHagans» B MecTe BBeAeHUs
npenaparta), 6610 peLleHo NPoBECTM credyowmne aTansbl
KoppeKumu:

1. YpaneHve paHee BBEAEHHOro (unnepa Ha OCHOBe
rmanypoHOBOW KUCNOTbI U3 0651acTu cnesHon 60po3abl
(JTonrnpasa 1000 EL).

2. BuopesuTanusaumns KOMMIEKCHbIM MpenapaTom
Ha OCHOBE rmanypoHOBOW KMCNOTbI, aMUHOKMCIIOT, BUTA-
MWHOB 1 aHTHoKcKAaaHToB. Beino nposeaexo 3 npoueny-
pbl (ManynbHOM TEXHWKOM) C UHTEPBASIOM 2 Hegenu.

3. BocnonHeHne notepsiHHOro o6bema B o6nactu cpe-
He-LeYyHoM 60po3abl hunnepoM Ha OCHOBE rnanypo-
HOBOW KUCIIOTbI CO CPeAHUMM MoKasaTeNaMu BA3KOCTU
1 3NacTU4YHOCTMU.

Bbi6op npenapaTa Ans KOHTYPHOW NnacTuku co cpen-
HUMW noKasaTensamMmn BA3KOCTU W 3NacTUHYHOCTU 6bin cae-
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NaH, Mcxods U3 Halwero KIMHWYECKOro OMbiTa, KOTOpbIf
nokasbIBaeT, YTO npenapaTbl C BbICOKOW BA3KOCTb M ana-
CTMYHOCTbIO MOryT paBaTb 3(PdEKT HEeeCTeCTBEHHOCTU
Nnpy Pe3Ko CHWXEHHOM TYprope KOXW B COYETaHUW C He-
60/bLLIOM TONLLMHOM MAMKNX TKaHen nuua.

PesynbraTbl: N0 pe3ynsraTtaMm NPOBEAEHHOr0 feve-
HUA NauueHTKa Moflyumna 4YacTU4HO YQOBNETBOPUTESb-
HbI pedyneTart. o wkane rno6ansHoOro aCTeTUYecKoro
ynydwenua Global Aesthetic Improvement Scale (GAIS)
pe3ynbTaT OLeHeH B 2 6anna — «04eHb XopoLuee ynyy-
LeHne» (OTMEYEHO YMyylleHWe BHELUHOCTM, HO He Mof-
HOCTbIO ygoBnieTBoputeneHoe). [laumeHTka oTmeTuna
yny4lleHne useTa nmua, yBAaxXHEeHHOCTU KOXW, MArKOCTb
TEKCTYPbl KOXW, MOBbILLEHNE TOHYCA KOXWN U YMEHbLLEHNE
BbIPa@XXEHHOCTU MENKMX MOpLUMH. B o6nactn HocorybHom
CKNagku YMEeHbLUMMOCh HaBucaHve TkaHeWn. Heyposnet-
BOPUTENbHbBIA pe3ynsTat B 065acTu CrnesHon 60po3dbl,
rAe Ha MecTe BafMKoOB NosBUCS aemunt TkaHen.

[Mpn ocmoTpe MauMeHTKM MOXHO OTMETWUTb YryuLule-
HMe TEeKCTYpbl KOXW (MOBbILLIEHWE MMagKoCTW), yny4LleHe
LuBeTa M CUAHUSA KOXM, YMEHbLLUEHUE KONMYecTBa Menkux
MOPLLMH ¥ NOP, NOBbILLEHWE Typropa KoXxu, rapMOHM3aumio
obnactn cpefgHeln TpeTn nuua (cpepgHe-leyHas 6oposga
1 HocorybHas cknagka) (puc. 2).

Mo gaHHbIM yNbTPa3BYKOBOW BM3yanu3aummn TOAWMHA
KOXM (3nuaepMuc 1 gepma) B 061acT cpegHen 1 HUXHeN
TpeTu nuua yeenuunnace Ha 33—67% (Tabnuua).

B uenom nony4eH ygoBneTBOpUTENbHbIN pe3ynbsTart ne-
YeHus, B HacTosLLiee BPeMS peLuaeTcs BONPOC O TakTUKe
KOppeKUMn nogrnasHu4Hom obnactu. lMnaHupyeTcs npo-
BeAEHNE MHBbEeLMPOBaHUS KoMnareHa C Lenbio YnioTHEHNS
KOXW B MOAMNAa3HNYHOW 0611acTh, C BOSMOXHbLIM JOMOSHU-
TeflbHbIM BBEAEHMEM KOMNareHOBOro HamosiHuTens B 06-
nacTb cnesHon 60po3apl (Mo HaLeMy KIMHUYECKOMY OMbITY
Takue HanosIHUTENN UMEIOT MHbIE OT rManypoHOBbIX HAMoI-
HUTenen mamyeckme xapakTepUCTUKM U He NPENoMAAoT
CBET MPWU 04YEHb TOHKOW KOXE).

MauveHTke OaHbl pekoMeHgauuMu Mo o6pasy XWM3HU
NS NauMeHToB C AnCnias3nen COegUHNTENbHON TKaHu, Tak-
e peKkoOMeHO0BaHO HabnogeHe Kapamonora, Hesporsora.

Puc. 2. MaumenTka 40 neT nocne Kypca SCTEeTYECKON KOpPEKLK
Fig. 2. Patient, 40 years old, after a course of aesthetic correction
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Tabnuua. [JnHamuka ToNLLHb! KOXM B 061aCTV CPEAHEN 11 HIDKHEN TPETI LA MO LaHHBIM YLTPA3BYKOBOIO CKaHUPOBAHMS
Table. Changes of skin thickness in the middle and lower third of the face according to ultrasound scanning

TonwMHA KOXN Cnesa, 0 Npoyeaypbsl,

Cnesa, nocne npoyeaypbl,

Cnpasa, fio npoueaypsl,  Cnpasa, nocne npoyeaypbl,

(anupepmuc n gepma) MM MM MM MM

B o6nactu cpegHei TpeTn nuua 1,7 2,8 1,8 3,0

B o6nactu HUXHEN TpeTn nnua 1,5 2,0 1,7 2,3
O6cyxpeHune C OnMcaHneM KOMMJIEKCHOM TaKTUKN BeOEHUSA NauneHToB,

B onucaHHOM KNWHWYECKOM cry4ae npeacTaBneHa
npuMepHas TakKTUKa BefdeHWs nauueHTa ¢ aucnnasuven
coeavHUTENbHON TkaHW. B HacTosillee Bpems AuarHos
OCT ycraHaBnvBaeTCs TONIbLKO Ha OCHOBaHUU COBOKYM-
HOCTU KJIMHUYECKUX MPOSBIEHUIA pPa3fnnyHbIX CUHOPOMOB
[11, 12]. U3 KOXHbIX NposiIBNEeHN ocoboe BHUMaHWE yae-
naeTcs rmneppacTsXXMMOCTU KOXU, BbIPaXXEHHOMY CHUXe-
HUIO Typropa KoXW, CKIIOHHOCTU K KpoBOMnoATeKam Aaxke
nNpyY He3HaYUTENbHbIX TPaBMax, Hanu4uio runepTpodude-
CKUX UMY LLUMPOKUX aTPOPrNHEeCcKmnx pyoLoB.

Mo HaweMy KNUHUYECKOMY OMbITY Takum naumeHTam
HY>XeH MHOVBUAOyanbHbIA NOAXOMA, TaK KakK OHW, Kak npa-
BWO, XyXe (cnabee) oTBevaloT Ha OMOPEBUTANNIAHTDI,
CKIMOHHbI K (pMbpo3y nocne npoBeAeHUs MOBEPXHOCTHbIX
WHLEKUUIA OUNNEPOB HA OCHOBE MManypoHOBOW KUCMOThI,
4acTo MOryT 6blTb HEECTECTBEHHblE pPe3ynbTaTbl KOPPEK-
UMK nocne BOCMOSIHEHUA obbemMa cpefHen TpeTn nuua
¥ nogrnasHn4YHbIX 60po3a [4]. NepcoHannanpoBaHHbI Noa-
X0 K BEAEHUWIO nauneHToB HeOOXOAMM Bcerga, Ho B CIy-
Yyae naumeHTa ¢ gucnnasven coeanmHNTENbHOMN TKaHU Takomn
noaxon CHWXaeT PUCK MOBGOYHbIX 3(PEEKTOB U OCMOXHE-
HWIA nocne acTeTndecknx npouenyp [14]. Noatomy Kaxpoe
HazHayeHue OOMKHO ObiTb 064yMaHO U OLEHEHO C To4-
KW 3peHust pucka 1 nonb3bl. K coxaneHuio, B HacTosLlee
BpeMs NPakTUYECKU OTCYTCTBYIOT UCTOYHUKN NUTepaTypbl

BKJOHYaOLLEN pasnunyHble annapaTHble, UHbEKUWOHHbIE
M HevHBa3uBHble MeTOAbl Koppekuuu. OdwmumanbHbie
pekomeHgaumMm no BepeHuto nauueHtoB ¢ LOCT, umeto-
LLMX KOXHbIEe NPOSABMEHUSA, BKMOYAIOT NULLb NpoBeAeHue
Maccaxa, MUKPOTOKOBOro BO3AEUCTBUSA, BHYTPUKOXHbIE
MHBEKUUN TNanypoOHOBOW KUCNOTbl C aMWHOKUCIIOTamu,
BuTaMmHoMm C, rmyTaTMOHOM WM SHTAPHOW KUCNOTOW,
a Takxe HasHadeHue BuTammHa D nepepf onepaTtvBHbIM
BMeLLaTenLCTBOM [8].

3aknioyenue

MpuBegeH npuMep SPKO BbIPAXEHHBLIX MPOSBIEHUN
avcnnasun coeguHuTensHon Tkadu. OgHako Ha npueme
Mbl ropasfo 4aile BCTpevaemcsl C MEHEE BbIpaXXeHHbIMU
KIMUHUYECKUMU MPOSIBNEHNAMU. VIMEHHO NO3TOMY Bpayam
KOCMeTonoram 1 fiepmarosioraMm BaXHO 3HaTb W NoHUMaTtb
XOT$1 6bl CaMbleé OCHOBHbIE KITMHUYECKME MPOSIBIIEHUS], KO-
Topble MOryT pacueHuBatbes Kak OCT. Ocoboe BHUMaHue
Heo6XxoAMMO yaenATb NnauueHTam, y KoTopbIX CTeneHb Bbl-
pa>keHHOCTWN MPU3HAKOB CTApEHNsI KOXW HE COOTBETCTBYET
KaneHgapHomy BO3pacTy (Mpv OTCYTCTBUM BPYrUX NPUYUH:
BHELLHWX (haKTopoB, ropMoHasbHbIX 1 T.4.) [10]. Maunen-
TOB C BMepBble BbiiBNEeHHbIMW nNpu3Hakamn OCT Heobxo-
OVMO TaKXe HanpasnaTh K ApYruM cneumanvctam ans KoH-
cynstaumu u Haémopenust. [l
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