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OCHOBHBIC IIOKA3aTEAH PECYPCOB U PE3YABTATOB ACATEABHOCTH
MEAHITMHCKUX OPIaHU3AIINI, OKA3BIBAIOIIINX MEAUITHHCKYIO
ITOMOIIIb IT0 IPOPUAIO KAEPMATOBEHEPOAOTHM). 32400AEBAEMOCTD
MH@EKIUAME, IIEPEAABAEMBIMH ITOAOBBIM IIYTEM, OOAE3HAMU KOKHU
1 TOAKOKHOU KAeTdaTKH B Poccuiickoit Peaeparmu B 2022—2024 rr.

© KybaHos A.A., borgaHosa E.B.*

[ocyapCTBEHHbIiA Hay4HbIiA LIEHT [1epMaToBEHEPONorun 1 KocMeTonorin, Mocksa, Poccust

B cTaTbe npegcTaBnieH aHanu3 OCHOBHbIX NoKasaTenen gepMaToBeHeponorm4eckomn cryxobl
Poccuinckon ®epepaumm 3a nepuof 2022—2024 rT.: 4UCNO NPOPUbHBIX MEOULIMHCKNX

opraHusauuin n nogpasneneHuin, obecnev4eHHOCTb HaceneHnsa Poccuninckorn ®eagepauunm Bpadamm-
JepmaToBeHeposioramu, jepMaToBeHepoiornyeckumMmy Komkamu, pabota gepmMaToBeHeponormyeckom
KOMKM KPYrnocyTO4YHbIX M HEBHbIX cTaunoHapos. [NpeactasneHa 3a60neBaemMoCTb BCEr0 HaceneHus
Poccuinckon ®efepaumm MHeKUMaMn, nepegasaemMbiMy NONOBLIM NYTEM: pa3findyHbIMU (hopMamu
cudpmnuca, roHOKOKKOBOM MHAPEKLIMEN, TPUXOMOHNA30M, XNaMUONNHON UHEKLMEN, aHOreHUTasTbHOM
reprneTuyeckon BUPYCHOM MHDEKLUMEN N aHOreHNTaNIbHbIMU BEHEpU4eCKMMKN 6opogaskamu;

OLEeHeH BKaf B 3a60n1eBaeMoCTb CUUIIMCOM MHOCTPaHHbIX rpaxaaH. OnvcaHbl nokasarenm
pacrnpocTpaHeHHOCTU 1 3aboneBaeMocTy Bcero HaceneHus Poccunckon degepaumm 60M1e3HAMN KOXU
W NOOKOXHOW KNeTyaTKu B LLefIoM MO Knaccy 1 oTaenbHbIMU HO30NOMMAMN: aTONUYECKNM OepMaTUTOM,
ncopuasom, KOHTaKTHbIM ePMaTUTOM, OPYrMMN AepMaTuTamm (3K3eMom), NoKannm3oBaHHON
cknepoaepMmen, AUCKOMAHON KpacHOM BONYaHKOW.

Knto4eBble CNOBA: gepmaToBeHeponorus; pecypcbl; pa6oTa KoWKMW; pacnpoCTPaHEHHOCTb; 3a60/1eBaeMOCTb;
MHeKLMK, NnepefaBaemblie NONOBbIM MYTEeM; 6051e3HN KOXMN U NOAKOXKHOW KneTyaTku

KOHMNUKT MHTEPECOB: aBTOPbI AeKNapupyoT OTCYTCTBME SBHbIX U MOTEHUMaNbHbIX KOH(DIIMKTOB MHTEPECOB,
CBA3aHHbIX C Ny6nnKaunen HacTosLLEeN CTaTbu.

MCTOYHMK hUHAHCUPOBAHMS: pyKONUCh MOArOTOBNEHA W OMY6/IMKOBaHa 3a CHET CPeCTB rocyAapCTBEHHOro
3agaHua OIrbY «MHUOK» MuHagpasa Poccmnm Ne 056-00005-25-00 Ha 2025 r. u nnaHoBbIn nepuopg 2026 n 2027 rr.

Ina untupoBaHms: Ky6aHos A.A., BorgaHosa E.B. OcHOBHble nokasaTefiv pecypcoB v peaysibTaToB
JesATeNbHOCTU MEOULMHCKUX OpraHM3aLuuni, 0kasbiBaroLMX MeAMLMHCKYIO MOMOLL MO Npodusto
«flepmaToBeHeponorusa». 3a6oneBaeMocTb MHPEKLMAMN, NepesaBaeMbIMy NOIOBLIM NyTeEM, 60N1E3HAMUN KOXMN
M NOAKOXHOM KneTtyaTtkm B Poccuiickon ®epepaumm B 2022—2024 rr. BeCcTHUK fepmatoniormm n BEHEPOOrum.
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. Meauumnckue OpraHu3aulunun n noapaspeneHus,
0Ka3biBaOLLiue MEAULUHCKYO NOMOLLb NO npoqmmo
«[\epMaTOBEHEPONorus»

B 2024 r. okasaHue MeguUUHCKOW MOMOLLY NO Mpo-
uno «fepmMaToBeHeposniorna» HaceneHuo OCyLLEeCTBsA-
nock Ha 6ase NPoUbHbIX MEAULMHCKUX OpraHu3aLmn —
98 KOXXHO-BEHEepPOsIorMyecknx AucnaHcepos U 8 LEHTPOB
cneumanmsanpoBaHHoO MeamumMHCKon nomowum, B 101 gep-
MaTOBEHEPONorn4yeckom otTaeneHnn n 2951 npepmaTtoseHe-
pOnorMyeckomM KabnHeTe MHOronpPouUIIbHLIX MEAULIMHCKNX
opraHmsaumn, B KNMHUKax Hay4Ho-nccneaoBaTenbCKUX UH-
CTUTYTOB U BbICLUMX YYEeOHbIX 3aBefeHui [1].

Mocne cokpalleHusi Yncna KOoXXHO-BEHepOosorn4yeckmx
auncnaHcepos B Poccuiickon ®epepauum B 2023 r. go 98 [2]
B 2024 r. 41cno NPoUbHbLIX MEAULIMHCKUX OpraHu3auni
N3MEHEHWU He Mero.

3a paccmaTpuBaeMmbli Mepuvog 4YUCno AepmartoBe-
HEpPONIOrM4YeCcKnX OTAENEeHNn 6bII0 CoKpalleHo Ha 3 (co
104 B 2022 . o 101 B 2024 ), 4nCno pepmaToBEHEPOSIO-
rmyeckux kabmHetos — Ha 52 (c 3003 B 2022 r. go 2951
B 2024 r) [3, 4] (puc. 1).

O6ecneyeHHOCTb HaceneHus Poccuiickoit depepauun

BpaYyaMun-aepmMmaToBeHeposioramm

Yucno usndeckux nuy Bpayen-gepmMaToBeHepo-
NIOrOB — OCHOBHbIX PaBOTHUMKOB Ha 3aHATbIX OOJIKHO-
CTAX Ha KoHel 2024 r. coctasmno 7300. o OTHOLLEHMIO
K 2022 1., Ha KOHeL KOTOPOro 4vMcrno (U3ny4eckux nuu,
Bpa4en-gepmatoBeHeposioros B Poccuiickon ®Gegepaunm
cocTaBnano 7454, oHo cokpatunochb Ha 2,1%.

MokasaTtenb obecneyeHHOCTU HaceneHnsa Poccuiickon
®denepauym BpadaMu-gepmMaToseHeponoramMm — usnde-
CKUMW NULAMKU Ha 3aHATbIX AOMMKHOCTAX, COCTaBMABLUMIA
B 2022 r. 0,51 Ha 10 Tbic. HaceneHusa, B 2023 n 2024 rr.
Haxogwuncs Ha yposHe 0,50 Ha 10 Tbic. HaceneHus [1, 3].

Ha npoTsaxeHun Tpex neTt HabnwogaeTca pocT noka-
3aTens YKOMMSEKTOBAaHHOCTU MEAMUUHCKUX opraHu3a-
UMA 3aHATbIMU OOMMKHOCTSAMU Bpaden-gepmMaToBeHepo-
noros ¢ 84% B 2022 1. 0o 90% B 2023 1. 1 92% B 2024 T.
Kak n B 2023 r. [2], poCT nokasaTtens yKOMMIeKTOBaH-
HOCTU MeOVUMHCKUX opraHu3auui o6yCroBfieH poOCTOM
nokasaTtens YKOMMMEKTOBAHHOCTU 3aHATbIMU [OSIKHO-
CTAMW Bpayen-fepMaToBEeHEPONOros B noapasfeneHu-
AX, OKa3blBAKOLLMX MEANLMHCKYIO MOMOLLL B ambynaTop-
HbIX ycnosusx: ¢ 84% B 2022 r. o 91% B 2023 1. 1 95%
B 2024 r. [Mpy 3TOM YMUCNO 3aHATLIX LUTATHLIX JOSKHOCTEN
am6ynaTopHbIX nogpasgeneHui 3a nepuog 2022—2024 rr.

e 114 KBl
e 8 LIeHTpOB

¢ 3003 kabuHeTa
* 104 oTtoeneHus

* 98 KB[1
e 8 LIeHTpOB

e 2977 KabuHeToB
* 103 oTgenexHuns
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YBENUYMNOChH TONBKO Ha 1%. 3a TOT Xe nepuog BakaHT-
Hble LWTaTHbIe OOMMKHOCTU Bpayen-gepMaToBeHeponoros
amM6ynaTopHbIX nogpasfeneHnin 6611 CyLLLEeCTBEHHO CO-
KpalleHbl — Ha 57%.

YKOMMMEKTOBAHHOCTb 3aHATLIMU [OSKHOCTAMU Bpa-
Yyelr-AepMaToOBEHEPONOros nofpasfeneHnii, okasbisato-
LWUX MeAMLMHCKYIO MOMOLLb B CTaLMOHAPHLIX YCMOBUSAX,
Ha NMpoTSXKEHUU paccmaTpuBaemMoro nepuopa ocrtasanacb
Ha ofHOM ypoBHe: 82% — B 2022 r., 81% — B 2023 .,
82% — B 2024 r. 3a 2022-2024 rr. Npon3oLLI0 yBenu4e-
HMe Kak 4ucna 3aHaTbix (Ha 3,9%), Tak U YMcna BakaHTHbIX
DomkHocTel (Ha 8,8%).

KoadbpmumeHt  coBmecTuTensctsa  Bpadven-aep-
MaTOBEHEpPONOroB 3a TPEXJIETHUMA nepuopn yBenuyuncs
Ha 2,6% —c 1,158 2022 . go 1,18 B 2024 r.

B 2024 r. ns 7300 dwmsnyecknx nuy Bpadven-gep-
MaTOBEHEPONOroB BbICLLUYIO KBanMMUKaLMOHHYIO Ka-
Teroputo umenun 2287 (31%), nepsyto — 569 (8%), BTO-
pyto — 209 (3%) Bpayen; He nmenu KeannrKaLMoHHON
KaTteropuu 58% Bpayen-gepmMaToBeHEepOooros.

Hons Bpaver-gepmMaToBeHeposnoros, [AOMYLLEHHbIX
K OCYLLUEeCTBNEHUIO NPOdecCUOHanbLHOM AeAaTeNbHOCTU
Yyepes npouenypy akkpegutauuu, B 2024 r. pocturna 60%
no cpaBHeHUIO € 39% B 2023 1. n 22% B 2022 T.

Pa6ota Bpayeil-gepmMaToBEHEPONIOroB

B ambynaTopHbIX YyCNOBUAX

B 2024 r. npogomKunnocb COKpalleHne 4ucna no-
CellleHMlA Bpayen-gepMaToBEHEPOSIOroB. 3a TpexsieT-
HUA nepuop obLlee 4YUCNO MOCELUEHUA COKpPaTUNOCh
Ha 2,5% — ¢ 36 249 323 B 2022 . 0o 35 326 774 B 2024 1.
lMokasaTenb o6beMa ambynaTtopHOM MOMOLLM NO Npodun-
N0 «AepMaToBEHEepPONornsa» CHU3UNICA Ha 2,9% — ¢ 249,0
Ha 1000 HaceneHna B 2022 r. o 241,7 Ha 1000 HaceneHus
B 2024 .

[aHHble no uncny noceLleHun Bpaven-gepMaToBeHe-
ponoros no nosogy 3abonesBaHU U MPOPUNAKTUHECKUX,
OETbMMU U B3POCTbIMU OTOBPaXKeHbI Ha puc. 2.

Pecypcbl W pe3ynbTaTbl AEATENIbHOCTU KPYrnoCyTO4HbIX

CTaUWoHapoB AepMaToBEHeponoruyeckoro npouns

YUCNEeHHOCTb KPYrfoCyTOYHOro AepMaTOBEHEepOoso-
rm4yeckoro kKoeyHoro ¢poHga B Poccuiickon denepauumn
Ha KoHel 2024 r. cocTaBnsana 7824 Koukn, B TOM 4ucre
JepMaTtonormyeckux Koek ans s3pocinelx — 5235, ans ge-
Tern — 1016, BeHeponorn4yecknx Koek Ans B3pOCIbIX —
1530, ona gete — 43 (puc. 3).

* 98 KB[1l
e 8 LIeHTPOB

e 2951 kabuxer
* 101 oTmeneHue

J

Puc. 1. Hueno npotnnbHbIX MeAULMHCKIX OpraHn3alii, [epMaToBEHEPONOTYECKIX OTAENEHMIA 1 KabiHeToB B Poccuiickoit Depepaunm, 20222024 rr
Fig. 1. Number of specialized medical organizations, dermatovenereologic departments and offices in the Russian Federation, 2022—2024
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Puc. 2. Hi1cno noceLLeHni Bpayeit-aepmaroBeHeponoros, 2022—2024 rr.
Fig. 2. Number of outpatient visits to dermatovenereologists, 2022—2024
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Fig. 3. Number of dermatovenereological 24-hour beds in the Russian Federation, 2022—-2024

| Puc. 3. H1cneHHOCTb KpyrnocyTO4HOrO [1epMaToOBEHEPOOrNYecKoro KoguHoro thonaa B Poccuiickoii Meagpaumn, 2022—2024 rr.

CokpalleHne 4MCneHHOCTU AepMaToBEHepOosornye-
CKOro koeyHoro gooHaa B 2024 r. No OTHOLIEHMIO K 2022 T.
cocTaBuno 4,3%. 3a TpexyeTHUIA nepuos Aepmartonoru-
Yyeckune KoKW ans B3pochblX O6bifiv coKpaweHsbl Ha 1,3%,
ons netenn — Ha 4,7%. 3a TOT Xe nepuopg BeHeposiormye-
CKMe KOMKW ANs B3POCSbIX 6bINM cokpalleHbl Ha 12,5%,
ona geten — Ha 21,8%.

O6ecneveHHocTb HaceneHus Poccuiickon depepa-
UMM KPYrnocyTOYHbIMW  OepMaTOBEHEPONOrMYeCcKUMHM
konkamu B 2022 r. coctaBnsana 0,56 Ha 10 Tbic. Hacene-
Hua, B 2024 1. noka3aTtenb cHuauncsa go 0,54 Ha 10 TbiC.
HaceneHus [1, 3].

Yucno 605bHLIX, nporneYeHHbIX B 2024 r. Ha Kpyrno-
CYTOYHbIX AepMaTOBEHEPOSIOrMYECKUX KOMKax, COCTaBno
176 736, uto Ha 3,8% 6onbLue, Yem B 2022 1. (170 248),
opHako Ha 1,2% meHbLue, Yem B 2023 r. (178 873).

3a TpexneTHun Nepuos 4MCro O0MbHbIX, KOTOPbIM
MeOuLUMHCKasa noMoLlb 6blla okKasaHa Ha Oepmaronoru-
YeCKMX KOMKax, YBeNM4YUioCb, @ 4YMCNO OONbHbIX, NOMy-
YMBLLUMX MEOULMHCKYI0 MOMOLLb Ha BEHEPOSIornyeckux

T. 101, Ne 5, 2025

KOMKax, COKpaTunock. Tak, Ha epmMaTonormiyecknx Konkax
Ana B3pocnbix B 2024 r. 66110 nponeyeHo 122 280 6onb-
HbIX, Ha 3,4% 6onbLue, Yem B 2022 1. (118 308 60nbHbIX).
Ha pepmatonoruyeckux Kovkax ans geten B 2024 r. 66110
nponeyeHo 27 537 naumeHTos, Ha 20,6% 6onbLUE, YeM
B 2022 r. (22 836). B 2024 r. Ha BEHEPONOrn4eCcKmxX Kow-
Kax Ans B3pOChbIX NOMyYunu nedeHne 26 292 naumeHTa,
Ha 7,3% MeHblue, Yem B 2022 r. (28 373), Ha BeHeposo-
rMYecKmxX Komkax onsa getem — 627 nauneHTos, Ha 14,2%
MeHbLuUe, Yem B 2022 r. (731) (puc. 4).

CpefHssa onmMTenbHOCTb NpebbiBaHUsA 60SIbHOIO Ha Kpy-
rMOCYTO4YHOM [lepMaToBEHEPOSIOrnyeckom Konke B 2024 r.
cokpartunacb, coctaBmB 12,2 fHA NO CpaBHeHWIo ¢ 12,6 AHA
B 2023 1 2022 rr.

lMokaszaTenb paboTbl KPYrNOCYTOYHOM AepMaToBEHE-
PONOrnM4ecKOn KOMKM Ha NPOTSXEHUU TpexmneTHero ne-
pvuoga MeHsnca He3HadnTenbHo: B 2024 . OH cocTaBun
293 gH4A, 4To Ha 1,4% Bbiwe, 4eMm B 2022 r. (289 gHen),
ofHako Ha 1,0% Huxe, 4yem B 2023 r. (296 gHew) [1, 3]
(puc. 5).

BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(5):9-21 W
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Fig. 4. Number of patients treated in dermatovenereologic 24-hour hospitals, 2022—2024
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Puc. 5. Pabota KpyrnocyTo4HOI epmMaToBEHeponornieckoit Koiku B Poccuiickon ®eaepaumn, 2022—2024 rr.
Fig. 5. Dermatovenereologic 24-hour bed occupancy in the Russian Federation, 2022—2024
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Puic. 6. Y1cneHHOCTb [1epMATOBEHEPONOTAYECKIX KOEK IHEBHbIX CTALIMOHAPOB MEAMULMHCKIX 0praHu3aLiii, 0Ka3blBaioLiMX MEAULMHCKYH NOMOLLb B CTALMOHAPHBIX YCAOBUSX,
Fig. 6. Number of dermatovenereologic inpatient day hospital beds, 2022—2024
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Pecypcbl W pe3ynbTatbl AEATENIbHOCTH
AEPMATOBEHEPOJIOrH4ECKUX AHEBHBIX CTALUOHAPOB
MeaULUHCKKNX opraﬂusauuﬁ, 0Ka3bIBaOLUX
MEeAULHUHCKYHO NOMOLLb B CTALUOHAPHbIX YCIOBHUAX

Ha koHey 2024 r. B OHEBHbIX cTauMoHapax megu-
UMHCKMX oOpraHn3aumin, okasblBawlux MeaULUHCKYIO
NOMOLLb B CTauMOHAapHbIX YCNOBUAX, ObINO pas3BepHy-
TO0 3396 nepmMaToBEHEPOSIONMYECKUX KOEK, B TOM YUC-
ne OepmMartofiorMyeckux Koek AOns B3pochblX — 2677,
ansa peter — 322, BEHEPONOrMyeckuUx Koek Ons B3poc-
neix — 396, ona geten — 1. [OuHamMmka 4ucna Koek
B 2022-2024 rr. npefcTasneHa Ha puc. 6.

O6ecneveHHocTb HaceneHuss Poccuiickon ®depepa-
UMM O0epMaToOBEHEPONOrMYECKMMN KOMKamMu OHEBHbIX
CcTauMoHapoB MeOMLMHCKUX oOpraHu3auuin, okasblBaro-
WMX MEOULMHCKYI0 MOMOLLb B CTaLMOHaPHbIX YCOBUSX,
coctaBnsana 0,23 Ha 10 Tbic. Hacenenua B 2022 r.; 0,24 —
B 2023 r.; 0,23 —B 2024 . [1, 3].

YuCcno BbINUCAHHBIX U3 AepMaTOBEHEPOSIOrnMYeCKmxX
OHEBHbIX CTaLUMOHAPOB MeULIMHCKUX OpraHM3auui, oka-
3blBAOLWUX MEAULMHCKYIO NOMOLLb B CTaLMOHAPHbIX YC-
nosusx, B 2024 r. coctaBmno 87 426, 4yto Ha 1,6% 60nbLue,
yem B 2023 T. (86 083), 1 Ha 5,2% 6onbLue, Yem B 2022 T.
(83 102).

Ha npoTseHuu TpexneTHero nepuoga nponcxoanno
COKpalleHne cpefHen AnUTeNbHOCTN NpebbliBaHUsA 60/b-
HOro Ha Konke ¢ 12,3 gHa B 2022 1. go 12,0 gHA B 2023 1.
npo 11,6 gHa B 2024 1.

lMokazatenb paboTbl AepMaToBEHEpPOSIornMyeckomn
KOVMKW OHEeBHbIX CTaLUMOHapoB MeOULUMHCKUX opraHu3a-
UM, OKa3blBaKLLNX MEAMLNMHCKYIO MOMOLLb B CTaLMoHap-
HbIX ycnoBusx, B 2024 . cocTasun 279 gHen, BEpHYBLLUNCH
K ypoBHI0 2022 r. (278 gHew) nocne CHmxeHus B 2023 T.
bo 267 gHen [1, 3).

Pecypcbl W pe3ynbTatbl AEATENIbHOCTH

AEPMATOBEHEPOJIOrH4ECKUX AHEBHBIX CTALUOHAPOB

MeAULUHCKKNX opraﬂusauuﬁ, 0Ka3bIBaHOLUX

MEeAULHUHCKYHO NOMOLLb B amﬁvnaroprlx ycnosusax

Ha koHel 2024 r. B fepMaToBEHEPONOrMYeCKUX AHEB-
HbIX CTauuoHapax MeanLUUHCKMUX opraHn3aLmin, okasblBa-
IOLLMX MEANLUHCKYIO MOMOLLb B aM6ynaTOpHbIX YCOBUSX,
6bI510 pa3BepHyTo 2855 Koek, B TOM 4ucre gepmMartono-
rmyeckmx onsa Bapocneix — 2389, ona geten — 132, Be-

OPTAHN3ALNA 3O0PABOOXPAHEHNA / HEALTH ORGANIZATION

Heponorudeckux ansa s3pocnelx — 331, ana geten — 3.
JaHHble No AMHaMuKe vncna Koek B 2022-2024 rr. npefd-
CTaBfeHbl Ha puc. 7.

Yucno BbINMCAHHBLIX U3 OHEBHbLIX CTALMOHAPOB Mean-
LIMHCKNX OpraHuM3aunii, oKasblBaloWnX MeOULIMHCKYIO MOo-
MOLLb B ambynaTopHbIX ycrnosusax, B 2024 r. coctaBurio
89 489 naumeHTOB, Ha 2,8% NPEBbLICMB YUCNO BbINUCAH-
Hbix B 2023 r. (87 083 naumeHTa) 1 Ha 1,9% — B 2022 T.
(87 791 nauueHT).

CpepHAss ONUTENbHOCTL NpebbiBaHUA  6OMbHOrO
Ha [epmMaTOBEHEepPOSNIOrM4eckon KOWKe [OHEBHbIX CTa-
LMOHApOB MeAMUMHCKUX OpraHusauun, OKasblBalLLmnX
MeOULMHCKYIO MOMOLLb B aM6BynaTOpHbIX YCOBUSAX, Tak-
Xe exerogHo cokpawiaetcs: B 2022 r. oHa coctaBnsana
11,0 gHsa; 8 2023 . — 10,9 gHA; B 2024 r. — 10,8 OHs.

Ha npoTsxeHun TpexneTHero nepuoga MOXHO OTMe-
TUTb HEKOTOPbLIA POCT nokasaTens paboTbl AepMaToBeHe-
pPONOrMyYecKon KOMKU OHEBHbIX CTaLMOHAPOB, OKa3blBalo-
LWMX MeOULUMHCKYI0 MOMOLLL B amMBynaTopHbIX YCOBUAX:
c 283 gHen B 2022 r. oo 285 gHen B 2023 . n 287 gHen
B 2024 r.[1, 3].

3abonesaemocTb MH(EKLUAMY,

nepeaasaeMbiMu NpeuMyLLECTBEHHO MOJI0OBbIM NYTEM,

B Poccuiickoit depepanuun

B 2024 r. Ha TeppuTtopumn Poccuiickon ®depepaumm
6b110 3apeructpuposaHo 119 799 cnydaeB WMHAEKUMH,
nepegaBaembIX NOSIOBbLIM NyTeM, NoKasaTenb 3aboneBae-
mMocTu coctaBun 81,8 Ha 100 Teic. HaceneHus (puc. 8).

3a paccmaTpmBaeMbin nepuog 2022—2024 rr. 3a60-
neBaeMoCTb WMHeKUUsaMKU, nepefaBaeMbiMU MOMOBbLIM
nytem, B Poccuiickon ®epgepaunn cHmnaunace Ha 10,6%.
Han6onee MHTEHCUBHbLIM 6bINO CHUXEHWE 3a6oneBaemMo-
CTU FTOHOKOKKOBOW MHpeKL el (Ha 18,5%, ¢ 8,1 Ha 100 Thic.
HaceneHua B 2022 r. go 6,6 Ha 100 Tbic. HaceneHus
B 2024 1) N aHOreHuTasnbHbIMK (BEHEPUYECKUMM) GOPO-
naskamu (Ha 17,0%, ¢ 16,5 go 13,7 Ha 100 Tbic. Hacene-
HUS COOTBETCTBEHHO). 3a6011€BAEMOCTb TPUXOMOHMA30M
3a nepuopg 2022-2024 rr. cHnaunacb Ha 13,2% (c 22,7
0o 19,7 Ha 100 TbiC. HAaceneHus), aHoreHnTanbLHON repne-
TUYECKOW BUPYCHOMN MHeKumen — Ha 12,2% (c 8,2 no 7,2
Ha 100 Tbic. HaceneHus), cudpunmucom — Ha 9,5% (c 18,9
0o 17,1 Ha 100 TbIic. HaceneHus). YpoBeHb 3aboneBaemo-
CTU XnammaunHon nHopekumen B 2024 r. Ha 2,3% BblLle,
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Puc. 7. Y1CNeHHOCTb 1epMaTOBEHEPOIOTUHECKIX KOBK AHEBHbIX CTALMOHAPOB MENLIMHCKUX OpraHin3aumii, OKasblBatoLLX MEANLMHCKYO MOMOLLb B aMOy/IaTOPHbIX YCN0BUAX.

20222024 T
Fig. 7. Number of dermatovenereologic outpatient day hospital beds, 2022—2024

T. 101, Ne 5, 2025
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AHoreHuTanbHble 60pOAABKN
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AHoreHuTanbHas repretuyeckas
13,7 BUPYCHas NHEKLNS
7,2 XnamuanitHas nHekums
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[OHOKOKKOBas MHGheKLUS

Bce UMMM
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Puc. 8. 3a001eBaeMOCTb MHKDEKLISMI, NepeaBaeMbIMIA NPEVMYLLECTBEHHO NONOBLIM MyTeM, B Poccuiickoit ®eaepauun, 2022—2024 rr

Fig. 8. Incidence of sexually transmitted diseases in the Russian Federation, 2022—2024

YeMm B 2022 1 2023 rT. (17,5 B 2024 r. no cpaBHeHwio ¢ 17,1
Ha 100 Tbic. Hacenenus B 2022 n 2023 rr.).

Yucno cnyyaes cudunmca ¢ BHOBb YCTaHOBIIEHHbLIM
OMarHo3oMm, 3aperncTpupoBaHHbIX Ha Tepputopun Poc-
curickon ®epgepaunn B 2024 r., coctaBusno 25 051, U3 Hux
16 382 (65%) 6b11M BbISBNEHbI cpean rpaxaaH Poccui-
ckon ®depepaumn, 8669 (35%) — cpean MHOCTPaHHbIX
rpaxpgaH. Hucno cny4aes cudunuca, BoiiBnsemMbIX cpeam
rpaxgaH Poccuiickon depepauum, Ha NPOTAXEHUU TPEX
neT yBenn4mMBarnoch, eXerofHbln TeMn npmpocTa cocTas-
nan 4,1% s 2023 . 1 4,6% B 2024 r. Yucno cny4aes cugu-
nvca, 3aperncTpypoBaHHbIX Cpean MHOCTPaHHLIX rpax-
0aH, cokpatunocb ¢ 12 748 B 2022 r. o 8669 B 2024 1.
(Ha 32%). Oona cny4aeB cudunmca, BbISBIIEHHbIX cpeam
WHOCTPaHHbIX rpaxfaH, B o6LLeM Yucne 3aperncTpupo-
BaHHbIX Clly4aeB C BHOBb YCTAHOBJIEHHbIM [MArHO30M
ymeHbLumnacek ¢ 46% B 2022 r. go 35% B 2024 r. (puc. 9).

Kak n B npeabigyLume rogpl [2, 4], B 2024 r. 66nbLias
YacTb Cry4aeB cudwunuca, 3apermcTpypoBaHHbIX Cpeau
WHOCTpPaHHbLIX rpaxnaH, BbisaBreHa B LieHTpansHom defe-
panbHoM okpyre (73%) n ropoge Mockse (61%).

o 12748 10 160
70 46 39

DHons cnyyaes, %
S

2022 2023
lop

OuHamuka nokasaTenen 3a601eBaeMOCTU pPaHHU-
MW, MO3OHUMU U APYrMMU U HEYTOYHEHHbIMU dhopmamu
cudpnnmca npepctaeneHa Ha puc. 10. MOXHO OTMETUTb,
yto B 2023-2024 rr. npon3oLuo BOCCTaHOBMEHME NNan-
pyroLLMX NO3MLMIA NokasaTens 3a6oneBaeMoCcTy paHHUMMU
copmamu cudpmnmca.

OuHamunka 3a6oneBaemMoCcTu pasnuyHbIMM hopMamMm
paHHero cucunuca npencraesneHa Ha puc. 11. B 2024 r.
no oTHoweHuto K 2023 I. 3aperucTpupoBaH NpUMpocCT 3a-
6onesaemMoCT MaHUMECTHbIMU (PopMamMn paHHero cu-
dunuca: nokasatenb 3a60NeBaeMoCTU NEPBUYHBLIM CU-
dunucom nocne cHmxeHus B 2023 . Ha 18% B 2024 r.
ysenuyunca Ha 14%, o 0,56 Ha 100 Tkic. HaceneHwus. PocT
3a6051eBaemMoCT BTOPUYHBIM CUAUINCOM 3aperncTpu-
poBaH Kak B 2023 . (Ha 4,5% no oTHoweHuto K 2022 1.),
Tak 1 B 2024 1. (Ha 5,1% no oTHoweHuio K 2023 r.). MNoka-
3aTenb 3a60neBaeMoCTn CUPUIMCOM PAHHUM CKPbITbIM
M paHHUM HeyTOo4YHeHHbIM B 2022 . ocTaeTcsa Ha ypoBHe
2023 . — 4,2 Ha 100 TbIC. HaceneHud [1, 3].

B 2022-2024 rr. npocnexmBaeTcs TeHOEHUMA K CHU-
XXeHuto 3a6oneBaemMocTu BUCLepanbHbIMK hopMamn cu-

8669
35

VIHoCTpaHHble rpaxaaqe

B [paxpaaHe
16 382 Poccuiickoit ®epepauun

69)

2024

Puc. 9. Hucno cnyyaes cudomninca, 3aperucTprupoBaHHbIx cpeam rpaxaaH Poccuiickoit Deepauim 1 MHOCTPaHHbIX rpaxaaH, 2022—2024 rr.
Fig. 9. Number of syphilis cases reported among the Russian and foreign citizens, 2022—2024
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Puc. 10. 3a6oneaeMocTb pasnnyHbIMu hopMamu cudunuca B Poccuiickoil Depepatimn, 2022—2024 rr.

Fig. 10. Incidence of various forms of syphilis in the Russian Federation, 2022—2024
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Puc. 11. 3a6oneaemMocTb pasnnyHbIMu hopMamm parHero cudinninca B Poccuiickoi Meaepatun, 2022—2024 rr.

Fig. 11. Incidence of various forms of early syphilis in the Russian Federation, 2022-2024

0,39 0,38
0,40 >—

0,30
0,25
0,20 L 0,14
0,15 —

034
035 .,

=¢=[103HNiN Helipocudunmnc

== PaHHuiA Helpocudunnc
0,14

0,10
0,05

3aboneBaemocTb,
Ha 100 Tbic. Hacenexus

C Cudhununc cepie4Ho-cOCYaANCTON
CUCTEMbI

0,00 . .
2022 2023

fop

2024

Puc. 12. 3abonesaemocTb BICLEPAbHbIMY (hopmamin cudonnuca B Poccuiickon Geepaumn, 20222024 rr.

Fig. 12. Incidence of visceral forms of syphilis in the Russian Federation, 20222024

dunuca B Poccuiickon depepaumn. 3abonesaemMocTb
CUUINCOM  CepaeyHO-COCYAUCTON CUCTEMbI CHU3WMAach
Ha 7,7% B 2023r., Ha 25% — B 2024 . 3a6oneBaemMoCTb paH-
HUM HempocudunmnMcom nocne cHmxkeHns B 2023 r. Ha 12,5%
B 2024 r. ocTtanachk Ha ToM e ypoBHe (0,14 Ha 100 Tbic. Ha-
cenenusi). ExerogHble TeMnbl CHUXEHWS 3a6onesaemMocTy

T. 101, Ne 5, 2025

nos3gHuM Hempocudunucom B 2023 n 2024 rr. coctaBnsanu
COOTBETCTBEHHO 2,6 1 10,5% (puc. 12).

B 2024 r. npousoLuen pe3ku NnpupocT — Ha 67% —
yncra 3aperucTpMpoOBaHHbIX Cry4YaeB BPOXAEHHOrO Cu-
dunmca — ¢ 12 8 2023 . go 20 B 2024 r. (puc. 13). OTme-
YaeTcs POCT YnUcna cnyyaeB NpuobpeTeHHOro cudmnmca

BecTHvk gepmatonorum u BeHeponorum. 2025;101(5):9-21 W
Vestnik Dermatologii i Venerologii. 2025;101(5):9-21 W
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Puc. 13. Yucno 3aperucTpupoBaHHbIX Cy4YaeB BpOXAEHHOro cudmnuca B Poccuiickoit @eaepatin, 2022—2024 rr
Fig. 13. Number of congenital syphilis cases reported in the Russian Federation, 20222024

B JETCKMX BO3pacTHbIX rpynnax. Cpeaw getein B Bo3pacTe
0-14 neT 4yncno 3aperncTpMpoBaHHbIX Cryyaes npuobpe-
TEHHOro cudunnca ysenmunnocb Ha 39% — c 23 8 2023 .
0o 32 B 2024 r. Cpeawn peteli B Bo3pacte 15-17 net poct
yucna crnyyaes NpuobpeTeHHoro cudunnca, Habnwogae-
MbIi ¢ 2021 T. [2, 4], B 2024 1. cocTaBun 13% — co 159 cny-
YyaeB B 2023 r. go 180 cny4aes (puc. 14).

PacnpocTpaHeHHOCTb M 3a6oneBaeMocTb 60ne3HAMM

KOXM M NOAKOXHOWN KneTyaTku B Poccuiickoin degepauun

Ha npoTsXeHnun paccmaTtpvBaemMoro TPEXJIETHEro
nepuoga MPOUCXOOUT YMEpPEeHHbIn POCT nokasaTenemn
pacnpocTpaHeHHOCTU U 3ab6oneBaemMoCcT 60Ne3HaAMU
KOXM M NOJKOXHOWM Knet4yaTku (B Lenom no knaccy). Pac-
NPOCTPAHEHHOCTb GONE3HEeN KOXW U MOOKOXHOW KneT-
yaTku cpean HaceneHua Poccuiickon ®efepaumm ¢ 2022
no 2024 r. ysenuyunacb Ha 5,9%, 3aboneBaeMocTb —
Ha 6,2% (puc. 15). OgHako nokasartenu pacrnpocTpaHeH-
HOCTU U 3a60neBaeMoCTU 60ME3HAMU KOXW U MOOKOX-
HOM Knet4yatku B 2024 r., COCTaBMBLUME COOTBETCTBEHHO
5467,6 n 3823,2 Ha 100 TbIC. HaceneHus, No-npexHemy
He BEpHYNUCb K [OKOBUAHOMY ypoBHIo 2019 ., korga pac-
NPOCTPAHEHHOCTb 601E3HEN KOXU N MOAKOXHOW KneTyaT-
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]
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0
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Kn 6blna 3apermcTpmposaHa Ha yposHe 5757,2 Ha 100 TbIC.
HaceneHwus, 3abonesaemMocTb — 4643,6 Ha 100 ThIC. Hace-
nexHus [4-6].

[na nokasatenen pacnpocTpaHeHHOCTN n 3abonesa-
eMoCTu Bcero HaceneHus Poccuiickon depepauumn atonu-
YeCKUM OepMaTUTOM, KOHTAKTHbIM AepMaTUTOM, NTOKanNn3o-
BaHHOW CKnepogepMmen N AUCKOUAHOW KpacHOW BOMYaHKOM
Ha MPOTSXXEeHUM TPeX NET XapaKTepHbl konebaHusa 6e3 4eT-
KWX TEHOEHLMIA K POCTY UM CHUXEHWMIO (puc. 16—19).

PacnpocTpaHeHHOCTb rcopuasa cpeaun BCcero Hace-
nexusa Poccuinickon ®epepauunn B 2022—-2024 rr. coxpaHu-
na AMHaMUKY eXerogHoro pocTta, yBenn4mBLUUCH 3a Tpex-
netHun nepuog Ha 3,9% — ¢ 253,0 go 262,8 Ha 100 Tbic.
HaceneHuns. 3abof5ieBaeMoOCTb MCOPMA30M TEHAEHLUU
K pOCTy He umeert (puc. 20).

B 2022-2024 rr. oTMe4aeTcs poCcT nokasaTteneun pac-
NpPOCTPaHEHHOCTM N 3a601eBaeMOCTU BCEro HacerneHus
Apyrumn gepmatmtamu (3k3emoit; L30): pacnpocTpaHeHr-
HOCTb yBenu4yunacb Ha 15,2% — c 493,6 Ha 100 TbiC.
HaceneHusa B 2022 r. oo 568,4 Ha 100 Tbic. HaceneHus
B 2024 r.; 3a6onesBaeMocCTb yBenuyunacb Ha 16,6% —
cooTBeTcTBeHHO ¢ 342,1 go 398,9 Ha 100 Tbic. Hacene-
Hus [1, 3] (puc. 21).

180

| [etn 0-14 net

m [letn 15-17 net

32

2024

Puc. 14. Yucno 3apervcTpupoBaHHbIx Cyvaes npuobpeteHHoro cudonnnca cpeau aeten 0—14 net n 15-17 net 8 Poccuiickon ®eaepaumn, 2022—2024 rr.
Fig. 14. Number of acquired syphilis cases reported among children aged 0—14 and 15-17 in the Russian Federation, 2022—2024
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Puc. 15. PacnpocTpaHeHHOCTb 1 3a60/1eBaEMOCTb B0NE3HAMIA KOXIA 1 NOAKOXHOIA KNETHaTKW BCero Hacenenus Poccuickor Meaepaumn, 2022—2024 rr.
Fig. 15. Prevalence and incidence of skin and subcutaneous tissue diseases in the overall population in the Russian Federation, 2022—2024
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Puc. 16. PacnpoctpaHeHHOCTb 1 3a00/1eBaeMOCTb aTONMYECcKM AepMaTUTOM BCEro HaceneHus Poccuiickoin ®epepatui, 2022—2024 rr.
Fig. 16. Prevalence and incidence of atopic dermatitis in the overall population in the Russian Federation, 2022—2024
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Puc. 17. PacnpocTpaHeHHOCTb 1 3a00/1eBaEMOCTb KOHTAKTHbIM APMATUTOM BCEro HaceneHus Poccuiickoi ®epepatun, 2022—2024 rr.
Fig. 17. Prevalence and incidence of contact dermatitis in the overall population in the Russian Federation, 2022—2024

T. 101, Ne 5, 2025
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Puc. 18. PacnpocTpaHeHHOCTb 1 3a60/1eBaEMOCTb N0KANN30BaHHON CKepoaepMuelt Beero Hacenerus Poccuiickoit Deaepauun, 2022—2024 rr.
Fig. 18. Prevalence and incidence of localized scleroderma in the overall population in the Russian Federation, 2022—2024
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Puc. 19. PacnpocTpaHeHHOCTb 1 3a60/1eBaEMOCTb AUCKOMAHON KPaCHOM BONMYAHKO BCEro Hacenerus Poccuiickoit Meaepaun, 2022—2024 rr.
Fig. 19. Prevalence and incidence of discoid lupus erythematosus in the overall population in the Russian Federation, 2022—2024
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Puc. 20. PacnpocTpaHeHHOCTb 1 3a60/1eBaEMOCTb NCOPMA3OM BCEro HaceneHus Poccuiickon ®eaepaumn, 2022—2024 rr.
Fig. 20. Prevalence and incidence of psoriasis in the overall population in the Russian Federation, 20222024
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Puc. 21. PacnpocTpaHeHHOCTb 1 3a60/1eBagMOCTb ApyrimiIA fepmarutamm (ak3emoii; L30) Bcero HaceneHns Poccuiickoit Depepaunm, 2022—2024 rr
Fig. 21. Prevalence and incidence of other dermatitis (eczema; L30) in the overall population in the Russian Federation, 20222024

3aknioyenue
Mo wntoram aHanusa nokasartenen pecypcos U fes-
TENbHOCTU MEOUUMHCKUX OpraHu3auun, okasblBaloLmx
MeOMLIMHCKYI0 MOMOLLb MO MNPOUnIo «AepMaToBEHEepO-
norua», 3a nepuopf 2022—2024 rr. MOXXHO pe3toMUpPoBaTh,
yTo B Poccuiickon depepaunn:
npofomKaeTcs cokpalleHne yucna OU3nyYecknx nui
Bpayei-AepMaToBEHEPONOros;
B 2023-2024 rr. QOCTUTHYT POCT MnokKasaTtensi YKoM-
NAEKTOBAHHOCTU 3aHATbIMU JOMKHOCTAMU Bpayem-
[epMaToOBEHEPONOroB MeAULMHCKUX OopraHn3auunn
W noapasfeneHnini, okasblBaoLWwmx MeAULMHCKYIO Mo-
MOLLb B ambynaTopHbIX YCOBUSAX, 3a CYET CoKpaLlle-
HWUA BAKaHTHbIX LUTATHBIX JOMKHOCTEN aMbynaToOpHbIX
nogpasgeneHui;
NpoAomKaeTcs CokpalleHne Yncna noceLleHnii spa-
YyeW-AepMaToBEHEPOIIOros;
nokasatesib paboTbl KPYrnocyTO4HON fepMaToBeHepo-
JIOrMYECKOW KOMKM Ha NPOTSXEHUU TPeEX NeT ocTaeTcs
He[0CTaTOYHbIM, HECMOTPSA Ha COKpaLLieHMe YUCIIeHHO-
CTW KPYrI0CYyTOYHOro koeyHoro doHaa. O6bemMbl OKa-
3blBaEMOM MEAMLUMHCKON NOMOLLM B YCNOBUAX YMEHb-
LIeHWNa cpefHen AnUTenbHOCTU NpebbiBaHNS 60NbHOro
Ha KoWke He ob6ecrneynBaroT HEOOXOOUMbIA YPOBEHb
paboTbl KPYrnOCYTOUHbIX KOEK;
He3HauuTenNbHbIe TEMMbI NPUPOCTa 06LEMOB MEOULIMH-
CKOM NMOMOLLM, OKa3aHHOW B YCMOBUAX OHEBHbIX CTa-
LMoHapoB, He obecrne4vnBaloT [OCTaTOYHbIA YPOBEHb
paboTbl 4epMaTOBEHEPONOrMYECKON KOMKU OHEBHbIX
cTauMoHapoB MEAULIMHCKUX OpraHu3aumin, okasblBato-
LLIMX MEAMLUMHCKYIO MOMOLLb KaK B CTAUMOHaPHbIX, Tak
1 B ambynaTopHbIX YCNOBUSX;
npofosKaeTca CHUXeHue obLuero rnokasaTens 3a-
6011eBaeMOCTN MHPEKLUMAMU, NepeaaBaeMbIMn NOMo-

BbIM MyTeMm, ero yposeHb B 2024 r. coctasun 81,8 Ha
100 ThIC. HaceneHus;

pacTeT uMcno cnyyaes cudunnca, BblBASEMbIX cpe-
av rpaxpaaH Poccuiickon defepauunn, 1 yMeHbLLAETCA
4YUCNO CryyYaeB cUAUIUCA, BbISIBNSEMbIX Cpeau UHO-
cTpaHHbIX rpaxpaaH. CHuxeHne nokasatens 3abone-
BaemMocTun Bcemn hopmamu cudmnmca B Poccuiickom
®epepaunm B 2024 n 2023 rr. 06yCNOBNEHO YMEHbLLIE-
HWEM 4ucna cnyvaeB cudunmca cpeay MHOCTPaHHbIX
rpax<gaH;

COXpaHsieTcs BblpaXXeHHOe HepaBHOMEpHOe Teppu-
TopuanbHoe pacrnpefeneHve 4yucna cny4aes cuu-
nnca, 3aperucTpupoBaHHbIX Cpeau UMHOCTPaHHbIX
rpaxpaH, — 73% cny4aes BbIsBMeHo B LieHTpansHoM
hedepansHoMm okpyre, 61% — B ropoge Mockse;

B 2024 r. 3aperncTpupoBaH pocT Y1cna cryyaeB BPOX-
JeHHoro cugmnuca go 20;

B 2024 r. 3aperncTpupoBaH pocT Yucna crnyyaes npu-
06peTeHHOro cudunnca cpean OEeTCKOro HaceneHus
0-14 net Ha 39% no cpaBHeHuo ¢ 2023 1.;
npoJoskaeTca pocT Yncna crnyyaes nNpruobpeTeHHOoro
cudpunmca, perncTpupyembix cpeay AeTCKoro Hacene-
HusA 15-17 ner;

B 2024 r. coxpaHsieTca CHMUXeHue 3a6osieBaeMocTu
rOHOKOKKOBOW MHMEeKUnen, TPUXOMOHNA30M U BU-
pYyCHbIMU WHPEKUNAMK, nepegaBaeMbiMy NOMOBbLIM
nytem. B To Xe Bpemsi 3apernctpmpoBaH pocTt 3a60-
NeBaeMoCTU XNaMuaniHon nHpekumnen Ha 2,3%;
HEeCMOTpsA Ha POCT pPacnpoCTPaHEHHOCTU U 3a60-
neBaeMocTn 60Ne3HAMU KOXM U NOLKOXHOW KneT-
4yaTku (B LENIOM Mo Knaccy), nokasatenu He Bep-
HYNMUCb K YPOBHAM, KOTOpble perucrpupoBanunuch
[0 naHgeMuyn HOBOM KOPOHaBMPYCHOW WHMeKuun
coviD-19.
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POCTOU BPOKAECHHBIN 6YAA€3HbeI SITMAEPMOANS:
KAMHHUKO-TEHETUIECKUE KOPPEAAITHN

© YukuH B.B., Kapamosa A.3.*

[0CYNapCTBEHHbIA HaY4HbI LIEHTP [epMaToBEHEPONOrN 1 kocmeTonorm, Mocksa, Poccus

[MpocTon BpoXAEHHbIN 6ynneaHbin anuaepmonna (BE3J) BkntovaeT B cebs rpynny 3abonesaHui,
XapaKTeEPU3YIOLLMXCS Pas3fiMYHOM TAXKECTbIO TEHEHUS, BOSMOXHbLIM NMOPa>K€HNEM BHYTPEHHMUX OpraHoB

N pasnn4HbIMU NCXOAaMU — OT MOJSTHOTO perpecca BbICbINaHUn A0 CMepPTU 60J1bHOro. NepBoHaYanbHble
KNIMHU4YecKme nposisfieHms npoctoro BE3 He No3BonaoT NporHo3npoBaTth ganbHenLee Te4eHme
60ne3HN, OQHAKO AJ1s1 3TOr0 MOryT 6bITb UCMONb30BaHbl KIIMHUKO-TrEHETUYECKNE Koppenaunn. MNpoeaeH
aHanus nutepatypsbl 3 6a3 gaHHbIx PubMed n PUHL ¢ uenbio xapakTepuCTUKN KIMHUKO-FEHETUYECKNX
koppensaunn npy npoctom BE3. B pe3ynsrate npoBeAeHHOro aHanmaa ycTaHOBIEHO, YTO Hanbonee
TAXENoe Te4eHMe NopaxeHns KOXn y 60MbHbIX NpocTbiM BEJ accouumnpyeTca ¢ MyTaumsmMm reHoB
KRT5 n KRT14, naMeHAILWMMIN B COOTBETCTBYOLLMX 6enkax MoTuebl HIP (nentng nHnunayum

cnupanu) u HTP (nentug 3aBepLueHns cnvpanu), a Takxxe crnvparsbHble y4acTku KepaTuHoB 5 n 14.
OTmedeHbl TakXXe PakTopbl, CNOCOBOHbIE CHMXATh HAAEXHOCTb MPOrHO3MPOBAHUS TEYEHNS NPOCTOro
BB3 ¢ ncnonb3oBaHneM KIIMHUKO-rEHETUYECKNX KOppenaumin. K HUM OTHOCATCA CTENEHb pasnuyni
PUINKO-XMMUYECKNX CBOMNCTB MYTAHTHOM aMUHOKMUCIOTbI U aMUHOKUCIOTbI AMKOro TUNa B criyyae
MMWCCEHC-MYTaLMiA, a Tak)Xe BO3MOXHOE BNUsIHUE BapUaHTOB APYrUX rEHOB, CMOCOBHbIX y4acTBOBaTb

B (hopMUPOBaHNN KNMHNYECKOWN KapTUHbI 60ne3HN. BeisieneHne myTtauui reHa PLECT yka3biBaeT

Ha BO3MOXHOCTb pa3BUTUSA C TEHEHNEM XNIHU Y 6ONBHOro NpocTbiM BEO MblweyHom guctpodun,
KLHL24 — kappguomnonatun, CD151 — Hedpponatum 1 rnyxoTbl. Takum 06pas3om, yCTaHOBIEHbI
KJIMHUKO-rEHETUHECKMNE KOPPENALNN, KOTOPbIE MOMYT 6bITb UCMOMNb30BaHbI A8 NPOrHO3MpoBaHUA
TeyeHus npoctoro BB, a Takxe onpefeneHsl orpaHN4eHmnsa ansa ux NpuMeHeHuns.

Knto4eBble CNOBA: NnpocToii BpoXAEeHHbIN 6ynnesHbIi 3NMAEPMONN3; KNTMHMKO-FreHeTU4YecKnue Koppensumm;
KepaTuHbl 5 1 14; NNeKTUH; 3K30(pUNnH-5

KOHMNUKT MHTEPECOB: aBTOPbI feK1apuUpyoT OTCYTCTBUE SIBHBIX U MOTEHLUMASIbHBIX KOH(IMKTOB UHTEPECOB,
CBfI3aHHbIX C Ny6nnkaumen HacTosiLLen cTaTbu.

NCTOYHUK (hHAHCUPOBAHMWS: pyKkonuCh NOArOTOBNEHA U OMY6/IMKOBaHa B paMKax BbINOfHEHUS
rocygapcteeHHoro 3aganuna OrbY «MHUOK» Munagpasa Poccumn Ne 056-00005-25-00 «Pa3paboTka
JfleKapCTBEHHOro npenapara Ha OCHOBE COMAaTUYECKUX KNEeTOK A1 fle4eHUs 605bHbIX BPOXAEHHbIM 6YSe3HbIM
anugepmonuaom» Ha 2025 r. n Ha nnaHoBbIN nepuofd 2026 v 2027 rr.

Ona untnpoBaHus: Yukux B.B., Kapamoa A.3. MpocToii BpoXAeHHbIV 6ynie3Hbli 3nMaepMosna:
KJIMHUKO-reHeTn4Yeckme Koppensaunn. BectHuk gepmartonorum n seHeponorun. 2025;101(5):22—44.
DOI: https://doi.org/10.25208/vdv16909 EDN: fymwlo

[©Noleh

BecTHuk gepmaTonorum n BeHeponoruum. 2025;101(5):22-44 W
T. 101, Ne 5, 2025 Vestnik Dermatologii i Venerologii. 2025;101(5):22—-44 W


https://creativecommons.org/licenses/by-nc-nd/4.0/deed.ru
https://doi.org/10.25208/vdv16909
https://elibrary.ru/fymwlo
https://doi.org/10.25208/vdv16909
https://elibrary.ru/fymwlo

OB30P JINTEPATYPbI / REVIEW 423

DOI: https://doi.org/10.25208/vdv16909
EDN: fymwlo

Epidermolysis bullosa simplex: genotype-phenotype

correlations

© Vadim V. Chikin, Arfenya E. Karamova*

State Research Center of Dermatovenereology and Cosmetology, Moscow, Russia

Epidermolysis bullosa simplex (EBS) includes a group of diseases characterized by varying severity,
possible damage to visceral organs, and various outcomes ranging from complete regression of the rash
to death. The initial clinical manifestations of EBS do not allow for predicting further course of the disease,
however clinical and genetic correlations may be used for this purpose. We analyzed the literature from
the PubMed and RSCI databases to characterize the clinical and genetic correlations in EBS. The analysis
revealed that the most severe course of skin lesions in patients with EBS is associated with mutations

in the KRT5 and KRT14 genes which alter the HIP (helix initiation peptide) and HTP (helix termination
peptide) motifs in the corresponding proteins as well as the helical regions of keratins 5 and 14. The study
also identified factors that can reduce reliability of predicting the course of EBS using clinical and genetic
correlations. These include the degree of difference in the physical and chemical properties of the mutant
and wild-type amino acids in case of missense mutations as well as the possible influence of other gene
variants that may contribute to the clinical presentation of the disease. Detection of PLEC1 gene mutations
suggests the possibility of developing muscular dystrophy, KLHL24 cardiomyopathy, CD1571 nephropathy
and deafness over the course of an EBS patient’s life. Thus, clinical and genetic correlations have been
established that can be used to predict the course of EBS, and limitations for their application have been
determined.

Keywords: epidermolysis bullosa simplex; genotype-phenotype correlations; keratins 5 and 14; plectin; exophilin-5
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M Beepenue

MpocTo BPOXAEHHbLIW OYyNNesHbln  ANMOepMonu3
(BBO) — 3T0 rpynna reHogepmarto30B, O6LLUM KIMHUYe-
CKMUM MPU3HAKOM KOTOPbIX ABMAeTcA obpasoBaHuwe 6yn-
NE3HbIX N 9PO3UBHBIX BbICbINAHUA BCEOCTBUE YMEHbLLIE-
HUA YCTOMHYMBOCTU KOXM K MEXAHMYECKUM BO3LENCTBUAM,
BO3HUKaloLLlee B pe3yrnbraTe reHeTUuYeckn o6yCroBreHHo-
ro HapyLleHus cBfze Mexnay 6enkamuv KepaTUHOLUTOB
n 6enkamMm 6asanbHoON MemMbpaHbl Ha YPOBHE LMTOMNasmsl
KepaTuHOLUTOB UMK LuTonnasmaTn4eckom 4yactu nonygec-
MOCOM.

B HacTosee Bpems passuTme npoctoro BEO cBasbl-
BaeTca ¢ MyTauusMm B cemu reHax. ['eHbl KRT5, KRT14
n EXPH5 aKkcripeccupytoTca B OnNUTENUAsbHbIX TKaHsX,
N MyTauum B HUX BbI3bIBAOT HECMHOPOMASIbHBIA MPOCTOMN
BEO, He conpoBOXOatOLLMACA NOPadKEHWEM BHYTPEHHUX
opraHoB. HecuHgpomanbHbii npoctori BBD MoxeT 6bITb
Takxe BbI3BaH MyTauusaMm reHa DST, XOTS NOMUMO KOXU
OH 3KCMpeccupyeTcs U B HepBHOM cucteme. C MyTaumsamm
reHoB PLEC, CD151, KLHL24, koTopble KOQUPYIOT 6enku,
CUHTE3MpYyeMble N DYHKUMOHUPYIOLLME N B KOXE, U B OpY-
rMx opraHax, CBf3aHo pas3BuUTWE CUHAPOMAlbLHOIO NPOCTO-
ro BB3 [1].

Mpoctoi BB saBnsetca pepkum 3aboneBaHMEM,
HO Npu 9TOM Haumboree 4acTo BCTpevaroLmMmcs cy6TUnom
BE3. OueHunBaeTcs, 4TO Ha JOMAKO MPOCTOro cy6Tuvna npu-
xogutcst npumepHo 70% Bcex cnydvaes BB [2]. B Poccui-
ckor defepaLuum Takxxe oTMe4eHo npeobnafaHve naumeH-
TOB ¢ NnpocTbiM BBJ (48%), npu aToM eLue y 25% naumeHToB
¢ BB3 cy6Tmn 3a6oneBaHus He 6bin onpegeneH [3].

PacnpocTtpaHeHHocTe npoctoro BBO n 3a6onesae-
MOCTb MM B PasfnyHbIX PernoHax MOryT CyLeCTBEHHO
pasnuyartbes. YctaHoBneHo, 4To B HuaepnaHpgax pacnpo-
CTpaHeHHoCTb npocToro BB coctaBnser 12 Ha 1 MIH
HaceneHus, a 3abonesaemMoctb — 17,5 Ha 1 MNH XuBo-
poxnaeHHbix [4]. B CLLUA pacnpocTpaHeHHOCTb MNpOCTO-
ro BB3O coctaBuna 6 Ha 1 mMnH Hacenenus, a 3abonesa-
emMocTb — 7,87 Ha 1 MIIH XUMBOpPOXAeHHbIX [5]. Hanbonee
4acTo BCTpeYaeTCsl XapakTepuayloLascs fnerkum TeveHu-
em nokanusoBaHHas dopma npoctoro BE3 [6]. CornacHo
OaHHbIM, nonyyeHHsiM B CLUA, pacnpocTpaHeHHOCTb Jlo-
kanunsosaHHoro npoctoro BB3 coctaensert 3,94 Ha 1 mnH
HaceneHus, a 3abonesaemMocTb — 3,67 Ha 1 MJTH XXUBOPOX-
OeHHbIX [5]. Mpn 3TOM cuuTaeTcs, YTO B CBA3WU C HE3HA4u-
TEeNbHOM BbIPaXEHHOCTbIO MPOSIBMIEHUIA NTIOKANU30BaHHOIO
npocTtoro BB 3a6oneBaHne MOXET OCTaBaTbCs HeanarHo-
CTUPOBAHHbIM, U NOTOMY €ro pacnpoCTPaHEHHOCTb BblILLE,
YyeM oueHuBaeTca [1, 7].

Yauwle Bcero npoctori BB BbI3bIBaeTcq mMytaumsamMum
B reHax KRT5 n KRT14, ¢ koTopbiMKn accouunnpyetcs 70—
80% cny4aeB 3ab6onesaHus [8—10]. Okono 8% cny4aes
npoctoro BBE3J cBA3bIBaeTCA C NaTOreHHbIMU BapnaHTamm
BreHe PLEC [11]. OueHuBaeTcs, 4To 5% cny4aeB NpocToro
BEO ceaszaHo ¢ myTauusamu B reHe KLHL24 [12]. MyTauun
B APYrMX reHax CTaHOBATCA NPUYMHOM pa3BUTUS MPOCTO-
ro B3 3HaunTenbHo pexe. Kpome TOro, B onpegenex-
HOM 4ucne cnyyaeB npocTtoro BBO cBA3b 3ab6onesaHus
C KaKnuMu-nmbo MyTaumsiMm u reHamm He yctaHosneHa [1].
HacneposaHue npoctoro BB B 6onblunHCTBE criyvaes
ayToCoMHo-foMnHaHTHoe [1, 13]. AyTocoMHO-peueccuBs-
HOe HacnepoBaHue npocTtoro BB B 3anafHbIx cTpaHax
BCTpe4YaeTcs pefko, HO MOXeT ObITb pacnpocTpaHeHo
B OTAEeNbHbIX pernoHax [1]. He meHee 4yeM y 17% 605bHbIX
npoctbiMm BBEJ pasButne 60ne3HN BbI3BAHO MyTaunsaMu
de novo [8, 10, 14]. Y 60nbHbIX npocTeiM BB onucaHsbl
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TakxXe AureHHble MyTaumm ogHOBpeMeHHO B reHax KRT5
n KRT14 [15].

XoTs KnuHuyeckas kaptuHa npoctoro BBO xapakte-
pusyeTca My3bIpHO-3PO3MBHLIMU  BbICbINAHUAMMK, pasnu-
4YMA B TAXKECTU Te4yeHus 3abornesBaHns, BO3MOXHOE Hanu-
4YMe WHbIX NPU3HAKOB MOPaXEHUST KOXM UNN BHYTPEHHUX
OpraHoB MO3BONAIOT BbIAENUTb PasfivyHble KINHUYECKNE
dopmbl 60ne3Hn (Tabn. 1). B 6onbUMHCTBE CryyaeB Ha-
6nofaeTcs nerkoe TeveHne 3aboneBaHuns, U Co BpeMeHeM
BbICbINA@HNA MOFYT NpekpaTuTb nossnsTeca. OgHako npo-
ABneHns npoctoro BBD MOryt 6biTb O4YEHb TAXKEMbIMM,
M TOrAa BO3MOXEH NeTarnbHbIn UCXO[, B MNafeH4YeCKoM BO3-
pacTte. Yka3aHo, 4TO KYMYNATUBHLIA PUCK CMEPTU 60SbHBIX
TshKenbiM npocTbiM BB3 B Bo3pacTe fo 1 roga coctasnseT
2,8%, a npu4MHamm cMepTu CTaHOBSTCHA CEerncuc U Abixa-
TeflbHas He[OCTaTOYHOCTb (KYMYNATUBHBIA PUCK CMEPTU —
1,9 1 0,9% cooTBeTCTBEHHO) [16].

BapuabenbHOCTb MCXOO0B 6OOMNE3HU fenaet akTy-
anbHbIM NPOrHO3MpPOBaHWE ee TeyeHUs C BblaeneHnem
nauneHToB, Y KOTOPbIX 3aboneBaHne MOXeT npoTekaTtb
Hanbonee Taxeno. OgHaKo KIMHMYECKUE MNPOSIBMEHUA
MOryT MEHATLCH Ha NPOTSXEHUU XU3HU 6OSLHOro npo-
cTbiM BED, cTaHoBsICh C TeyeHnem BpemeHu 6onee Taxe-
NbIMW Unn 6onee NerkMMn, YTo He NO3BONSAET MPOrHO3n-
poBaTtb Te4eHne 1 ncxop 60ne3Hun y naumeHTa, KoTopomy
BMepBble AMarHocTMpoBaH npocton BBO, Ha ocHoBaHuu
KNMHNYEeCKUX npusHakos. B psige cnyyaes Bapuabens-
HOCTb KJIMHWYECKMX NposBneHnn npoctoro BB He no-
3BONSET Aaxe OTNNYUTb ero oT apyrux cyétunos BB —
norpaHu4yHoro u pucTpodumyeckoro. [lpegnonaraercs,
YTO AfA MPOrHO3MpoBaHWa TedyeHuss BBO moryT 6biTb
MCMOoMb30BaHbl KIIMHNKO-reHeTUYecKne Koppenaumu, aa-
IoLMe BO3MOXHOCTb COMOCTaBNATL BbISIBJIEHHbIE MaTo-
FreHHble MyTauuMu U XxapakTep KIMHUYECKUX NPOSIBIIEHUN
y naLMeHToB — HocuTenen aTux mytauui [1, 17].

B cBA3Kn ¢ 3TMM Hamu 6bIn NMpoBefeH aHann3 AaHHbIX
nuTepaTypbl C LEenbio YCTaHOBMEHUS KOPPENaunMn mexany
KIMHNYECKUMW NposiBieHnsMK npocToro BE3 u nexawy-
MU B OCHOBE MX PasBUTUA FEHETUHECKUMWN HapYLLEHUAMM.
MpoaHanuanpoBaHbl nNy6nukaumn, obHapyXeHHble B 6a-
3ax gaHHblx PubMed n PUHL npu noucke no cnegyrowuym
KIHOYEBLIM CfioBaM: «MPOCTON BPOXAEHHbIA OGYrne3HbIn
anupgepmonua» («epidermolysis bullosa simplex»), «kepa-
TWH 5» («keratin 5»), «kepatuH 14» («<keratin 14»), «nnek-
TUH» («plectin»), «aHTuren 6ynnesHoro nemduromga 230»
(«BPAG1e», «BP230»), «OUCTOHUH» («dystonin»), «3K30-
ununH-5» («exophilin-5»), «KLHL24», «CD151». OnucaHsbl
OCOGEHHOCTU KIIMHUYECKNX MPOSIBIIEHNIA Pa3nNyHbIX hopm
npocTtoro BE3. OxapakTepn3oBaHbl reHbl U KOgupyemble
UMK 6enku snMaepMmca, N3MeHeHUs KOTOpbIX accoumnnpy-
toTCA ¢ passuTrem npoctoro BBES. ConoctaeneHbl KNMHM-
Yeckne MposiBNieHnss 60M1e3HN C XapakTepoMm BO3HUKLLErO
reHeTUYeCKOro HapyLUEeHUsi 1 COOTBETCTBYIOLLIMMWN 3MeHe-
HUAMM BENKOB C Y4eTOM MYTaHTHOroO reHa, nokanuvsauuu
MyTaLun B reHe u ee Tuna.

Knuuuveckue npoABNEHNUA NPOCTOro BPOXAEHHOIro

6vnne3Horo nngepmonu3a

JIoKann30BaHHbIN NPOCTON BPOXAEHHbIN

Oy/11e3HbIA 3MUAEPMOITU3

JlokanuzosaHHbIi npocTon BBSO, paHee n3BecTHbIN
kak npocton BBEO Bebepa—KokkeliHa, MOXeT 6biTb Bbl-
3BaH MyTaLUusIMU B HECKOMNbKMX FeHax, U B 3aBUCUMOCTU
OT MYTaHTHOIO reHa HacnegyTcs OHU Mo-pasHoMmy. Jloka-
nM30BaHHbIN NpocTon BBO, o6ycnosneHHbIi MyTaumsamm

BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(5):22-44 B
Vestnik Dermatologii i Venerologii. 2025;101(5):22-44 W



OB30P JINTEPATYPbI / REVIEW

425

Tabnuua 1. KnuHdeckme cy6Tunbl npOCTOro BPOX/AEHHOr0 6ynnesHoro anuaepmoniaa (no Has C., Bauer J.W., Bodemer C., et al., 2020 ¢ aononHeHnsamu [1])
Table 1. Clinical subtypes of epidermolysis bullosa simplex (according to Has C., Bauer J.W., Bodemer C., et al., 2020, as amended [1])

Knuuuyeckue cy6Tunel npoctoro B63 ®enoTun, #MIM len Jlokanusauus rer;/lj\;lmvc’ TapreTHbie 6enku
AYTOCOMHO-JOMUHAHTHbIN MPocTol B3
o 619594 KRT5 12913.13 148040 KepaTuH 5,
Tlokanu3oBaHH.IA 131800 KRT14 17921.2 148066 KepaTuh 14
; 619588 KRT5 12913.13 148040 KepaTuH 5,
LI TR 131900 KRT14 1721.2 148066 KepaTuH 14
TaxKenblii 619555 KRT5 12913.13 148040 KepaTuh 5,
131760 KRT14 17921.2 148066 kepatuH 14
C nATHWUCTOI NUTMeHTaunen™ 131960 KRT5 1201313 148040 KepatuH 5
Murpupytowias KonbLesnaHas aputema 609352 KRT5 1291313 148040 KepatuH 5
CpepHeit TxecTu (OrHa) 131950 PLECT 8024.3 601282 [TnekTuH
CpeaHeil TAXECTM C KapanomuonaTuei 617294 KLHL24 30271 611295 Kelch-like member 24
AYTOCOMHO-peLeccuBHbIN npocTo Bb3
CpepHeit TXXKECTN N TSHKeNblii 619599 KRTS 12q1313 148040 KepatuH 14, kepaTuH 5
601001 KRT14 17921.2 148066 ’
CpeaHeil TAXecTu 616487 PLEC 8024.3 601282 [TneKTuH
AHTUreH 6ynNes3Horo
JloKanu3oBaHHbIA MAKN CPEAHEN TAXECTN nemcuronaa 230
c necpuumtom BP230 615425 bst 6p121 113810 (BP230) (CUHOHMMBI:
BPAG1e, LUCTOHNH)
JTOK@nu30BaHHbINA UK CPeAHEN TAXKECTU 9K30(hMNnH-5
¢ aepuumTom aK3ogunnHa-5 615028 U [z alze (cuHoHMM: Slac2-b)
CpeaHei TAXECTH G Mblle!HOM 226670 PLEC 8424.3 601282 MnexTuH
anctpodomei
Taxenblid ¢ aTpesneil NpuBpaTHUKA 612138 PLEC 8024.3 601282 MnekTuH
T0KANU30BAHHBII G HedpONaTHeii™ 609057 cD151 11p15.5 602243 CD151 (GuHoHuM:

TeTpacnaHuH)

lNpumeyaHne. * — MOXeT 6bITb TaKXe Bbi3BaH MyTaumsamu reHoB KRT14 n EXPH5; ** — Takxe npepactasneH B 6a3e aaHHbIx OMIM kak Hedponatus ¢ npe-

TbUanbHbIM 6ynnNe3HbIM 3NVAEPMOSIU30M U NoTeper cnyxa.

Note. * — may also be caused by mutations in the KRT14 and EXPH5 genes; ** — also listed in the OMIM database as nephropathy with pre-tibial epidermolysis

bullosa and hearing loss.

B reHax kepaTnHoB 5 1 14 KRT5 n KRT14, HacnepyeTcs ay-
TOCOMHO-AOMUHAHTHO. AyTOCOMHO-pPEeLieCCUBHLIM Hacre-
[oBaHVeM XapaKTepu3yeTcsl NOKanu3oBaHHbIA MPOCTON
BB3, BbI3BaHHbLIN MyTauusamm B reHax DST, kogupytoLlem
aHTureH 6ynnesHoro nemdmrovpga 230 (6enok BP230),
EXPH5, kogmpyowem 3k3ounuH-5, 1 CD151, KoTopbin
kogupyeT aHTureH CD151 (TeTpacnaHuH). B Taknx ciyyasnx
ONarHoCTUpYTCA COOTBETCTBEHHO NTOKANIM30BaHHbIN Mpo-
cton BB ¢ pedwmuutom BP230, nokanu3oBaHHbIN Mpo-
ctor BBO ¢ pedmumTtom 3k3ocunuHa-5 n nokannusosaH-
HbI npocTor BB3 ¢ HedponaTtuen.

JlokanunzoBaHHbI npocTo BB 06bI14HO NposBnseTcs
B paHHeM [eTCTBe, B TO Bpems, korga pebeHoK Ha4nHaeT
nonaatb U XOAuTb, a NPU POXAEHUN BbIChINAHUIA Yallie Bce-
ro Het [18, 19]. Mo gaHHbIM H. Horn n M. Tidman (2000),
npu poXaeHU BbiCbiNaHWa Habnoganueb nuib y 1,9% na-
LUMEHTOB C NOKanNn3oBaHHbIM npocTbiM BB, ewe y 9,3%
OHU NOSIBUNNCHL B NEPBbI MecsL, XN3HW [18]. V 60nbLUMH-
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ctBa (53%) naumMeHToB C JIOKanM3oBaHHLIM NpocTbiM BB
3aboneBaHue Ha4anoch B nepsble 2 roga XusHu [18].
Jlokanusauus BbICbINAHWUMA O6GbIYHO OrpaHuyeHa
nagoHaMm n nogowsamMun. Haubonee xapakTepHO mno-
paxeHue nogowB, OTMedYeHHoe Yy 96,3% nauueHTOoB,
B TO BPEMS KakK nopaxeHue najfoHen 6bI510 06Hapy>XeHo
y 57,4% o6cnepoBaHHbIx [18]. TeM He MeHee BO3MOXHO
nosiBNeHne nysbipen n B gpyrnx Mectax, 0CO6eHHO ecnu
3TU MecTa nogseprarwTcs MOBTOPAIOLLEMYCH MexaHu4e-
ckoMmy Bo3gencteuio. Npu nokann3oBaHHOM MPOCTOM
BB3 c HedponaTuen oTMeyanochb ny3bipHOE NOpa>keHne
KOXW nepegHen NOBEPXHOCTWU rOfEeHen, YTO MO3BONUIO
roBOpUTbL O NpeTMbransHom BBO, BbI3BAHHOM MyTauuven
reHa CD151 [20, 21]. Kpome TOro, y naumMeHToB C NloKanum-
30BaHHbIM NpoCcTbiM BBO, BbI3BaHHLIM MyTaLMAMMK reHa
CD151, onucaHo nopaxeHune pasrnbéaTenbHON NOBEPXHO-
CTU BEPXHUX KOHeYHocTen [21]. Y nauMeHTOB ¢ NoKanuso-
BaHHbIM NpocTbiM BBJ, BbI3BaHHbIM MyTaumen reHa DST,
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Habnoganncb HexapakTepHO KpPYyrHble ny3bipy Ha Thile
cton [19]. lMposiBneHua 3aboneBaHWs MNepBoHa4asnbHO
MOTyT OblTb HACTOMbKO HE3HAYUTESNTLHO BbIPaXXeHHbLIMU,
4YTO 60JIbHbIE MOTYT ANIUTENLHOE BPeMsa He paccMmartpu-
BaTb €ro Kak nosof Ana obpalleHns 3a MeguLMHCKOM no-
MOLLbIO, MOKa COCTOAAHNE He yXyawmnTes [22].

My3bipy 4alle BO3HMKAKOT B MeCTax TPEeHUs Ofex-
novi [23]. CocTosiHMEe MOXET yXyaLlaTtbCs nocne 3aHATUN
cnopToMm [24]. XapakTepHO yxyALleHue COCTOsIHUA 60rb-
HbIX JIOKanM3oBaHHbIM NpocTeiM BES 1 6onee yactoe 06-
pasoBaHue Ny3bIper y HUX B Tensoe fietTHee Bpems [6, 7,
23, 25]. Mo pgaHHbiM H. Horn 1 M. Tidman (2000), Ha6nto-
AaBLUMX 54 nauneHTOoB C ToOKanu3oBaHHbIM NpocTbiM BBS
Beb6epa—KokkenHa, saumornt y 50% 60nbHbLIX MposiBeHns
60ne3HN cTaHOBUUCL 6onee nerkumu, y 20% B 3uMHee
BpeMsi Ny3bIipy He NOSBNANUCL, a UHopmauusa 06 octarsb-
Hbix 30% nauueHToB oTcyTcTByeT [18]. C BO3pacTom Te-
YeHne 60Me3HN 4acTo cTaHoBUTCS 6onee nerkum. Cpegu
54 o6cnepgoBaHHbIX H. Horn 1 M. Tidman (2000) 605nbHbIX
C NOKanM30BaHHbIM NpocTbiM BB3, n3 KoTopbix BCe, KPO-
Me ofHoro, 6b1nn ctaplue 20 neT, ¢ BO3pacToOM UHTEHCUB-
HOCTb 06pa3oBaHus Ny3bipen ymeHbLuMnach y 35% nauu-
eHToB [18].

Bo B3pocnom Bo3pacTe y 605bHbIX JIOKanM3oBaHHbIM
npocTeiMm BBED MOXeT pas3BuTbCH N1afoOHHO-MOOOLIBEHHAs
kepatofepmus [6, 7, 21, 25]. Kepatogepmusa nogoLus 6bina
oTMeveHa Yy 9% B3pocChbIX NaLUEHTOB C NTOKaNIM30BaHHbLIM
npocTtbim BB [18]. YV 12% naumeHTOB C NOKanM3oBaHHbIM
npocTteiMm BB Habnioganacbk oHnxogmcTpodums | nanbues
HOr, MpPOSIBNSBLUASACA YTOMLLEHNMEM HOITEBbIX MIacTUH
N NOoATBepXAeHHas oTpuLaTeNbHbIM PesynsTaTtoM MUKPO-
CKOMNYECKNX NCCnefoBaHnii CockoboB ¢ HorTer [18]. VY 7%
naumeHToB 6bI10 OTMEYEHO MOopaXeHue Cnn3ucTor o6o-
noyku nonoctn pta [18]. Y 60MbHbIX C NOKaNM30BaHHLIM
npocTteiMm BBJ, BbI3BaHHbIM MyTauuen reHa DST, Takxe
oTMevanucb runeprugpos u nocTeocnanurenbHasa runep-
nurMeHTaumsa [19]. Y naumMeHToB € oKanM3oBaHHbIM Npo-
cTbiM BEO ¢ HedponaTnen moryt HabnmogaTbCs MOVKMIMO-
aepmus, oHuxogucTpodums, anoneums [21, 22]. Hanbonee
4YacTbIM OC/IOXHEHMEM JlI0Kann3oBaHHOro npoctoro BB
ABNAETCH MHOPULMPOBAHNE 3PO3NBHBIX O4aroB NOpaXxeHus,
OCOGEHHO Mpu UX foKanuM3aumm Ha ctonax [6, 7, 25].

JlokannsoBaHHOE Mopa)KkeHne KOXU MOXET 6bITb eVH-
CTBEHHbIM MPOSIBMIEHNEM  JIOKANM30BaHHOro NPOCTOro
BB3, ecnu oH BbI3BaH MyTauMsaMn reHoB kepatnHoB KRT5
n KRT14, ak3odunuHa-5 EXPHS5, 6enka BP230 DST. Og-
HaKo MaToNorn4yeckU KOXHbIA NPOLIECC MOXET COMpoBO-
XOaTbCs MOpaXeHUeM MoYeK, a Takke HEeMpOCEeHCOPHOM
TYroyxocCTbl0, ABYCTOPOHHUM CTEHO30M Clie3HbIX NPOTO-
KOB, YTO BbICTYNaeT MposiBNIEHNEM JIOKanIM30BaHHOro npo-
ctoro BB3 ¢ Hedhponatuemn, accoLMMpoBaHHOIO C MyTaLu-
Amu reHa CD151 [20].

lMopaxeHue no4vek y naumMeHToB C NIoKann3oBaHHbLIM
npocteiMm BB ¢ Hedponatven passueaetcs B NogpocT-
KOBOM BO3pacTe Kak HacnefCcTBeHHbIM HedpUT, KOTOPLIN
XapakTepuayeTcs NPoTEUHYPUEN U MPUBOAUT K Pa3BUTUIO
HepPOTUYECKOrO CUHAPOMA M MOYEYHON HefoCTaTo4HO-
ctn [1, 20, 26]. Y nayMeHToB ¢ 3TUM 3aboneBaHNEM BbisiB-
NANUCH TaKXe HeMpoCeHCcopHas TYroyxoCTb, ABYCTOPOH-
HWe fo6aBoYHbIe LeHble pebpa, OAHOCTOPOHHSAS NoYKa,
anctpodus n ytparta 3y60B, AuctansHas areHe3us Bnara-
nvia, aHemMunsi BCneacTeue He3HaunTenbHom 6eTa-Tanac-
ceMunn 1 OBYCTOPOHHUI CTEHO3 CNe3Horo npotoka [1, 21,
22, 26]. B T0o Xe BpeMs BbIpaXXeHHOCTb U MOfHOTa Npo-
SIBNEHUIA CUHAPOMANbHOIO JI0KanM30BaHHOrO MpoCTOro
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BB3 c HedponaTtumelt MoryT pasnun4aTbCs, BMOTb JO NoJ-
HOro OTCYTCTBUA NOpPaXeHns Kaknx-nméo opraHos [26].

TsXKesbIvi IPOCTOV BPOXLEHHBIN

Oy/11e3HbIA 3MUAEPMOITU3

Taxenbin npocton BEJ, paHee M3BECTHbIN Kak TsXe-
NI reHepann3oBaHHbI npocton BB nnu npocton BB
HoynuHra—Meapel, BcTpevaeTcs penko. 3 130 woTtnaHa-
CKMX NnauneHToB € npocTbiM BB3 Tsxensii npoctoni BB3
6b11 AnarHocTnposaH y 5,4% nauueHTtos [18].

Taxenein npocton BB3, npossnsowuiics ToNbKO Mo-
paXkeHMeMm KOXMU U CIIN3UCTLIX 060SI0YEK, BbI3bIBAETCA MY-
TauusaMu B reHax kepaTnHoB 5 n 14 KRT5 v KRT14 n moxeT
HacnegoBaTbCA Kak ayTOCOMHO-AOMWHAHTHO, Tak U ayTo-
COMHO-peLeccnBHo. Ho y naumeHToB € TsXXenbiM NPOCTbIM
BEO MoOXeT Takxe MposBUTbLCS aTpes3uns npvBpaTHUKa,
B TaKuUX criyyasx passutue 6051e3HN CBA3bIBaeTCs C MyTa-
unsamu reHa PLEC, koTopble HacnenytTcs ayTOCOMHO-pe-
LleCCUBHO.

Mopa>keHne KoXu nNpu TaxXenom npoctom BB 06bI4-
HO HabrnofaeTcs yXXe Npu poXaeHUn pebeHKa unm B rnep-
Bble OHW XU3HU. N3 7 nauneHToB C TAXesnbIM NPOCTbIM
BB3, o koTopbix coobwmnu H. Horn n M. Tidman (2000),
ny3bipHOE Mopa)XeHue KOXW Habnoganock nNpu poxpae-
HUM y 4, a 'y 3 Apyrux nosiBUNOCh B Te4eHUe rnepBon He-
genu xusHu [18]. B MnageH4eckomM Bo3pacTe BO3MOXHA
OXPUMIOCTb rofioca, KoTopas co BpeMeHeM MOXET UcHes-
HyTb [18]. B TeyeHne nepBbIX MecALEB XU3HU CTAHOBUT-
Csl 3aMeTHOW XapaKTepHasa Ans Tsxenoro npoctoro BB3
repneTngopmHas rpyrnnuposka nysbipemn, Kotopble MoryT
MMeTb remopparunyeckoe cogepxumoe [7, 18, 27]. B pet-
CKOM BO3pacTe y naumeHToB HabnogaeTcsa reHepanmso-
BaHHOE Ny3bIpHOE MOpa)KeHWe KOXW C pacnosioXeHnem
BbICbIMaHUI HAa BEPXHUX U HUXXHUX KOHEYHOCTAX, BOKPYr
pTa, a TakXe Ha TynosuLle U Lee. XoTs OCHOBHOWM Mpu-
YnHOI obpas3oBaHns Nny3bipen y 60MbHbIX NPocTbiM BB3
HoynuHra—Meapsbl Ha3bIBaOT TPEHNE KOXW NIIOTHO Mpu-
nerawoouwie ogexaon, 4acto ny3blpy BO3HUKAKT CMOH-
TaHHo [18].

Opo3umn y 601bHbIX TAXEeNbIM NPOCTbiM BB 06bI4HO
3axuBaloT 6e3 o6pasoBaHua pybLOB, HO B o4arax no-
paxeHus MOXET BO3HMKHYTb BOCNanutenbHas peakuus,
KoTOopasi paspeluaeTca ¢ POpMUPOBAHUEM MUIIUYMOB,
rmno- 1 runepnurMeHTauumn Koxum [6]. HYacto Habnoga-
I0TCA MOopa)keHne Cnn3ucTon O060SI0YKM MONOCTU pPTa,
nporpeccupylowmim  nafoHHO-NOAOLLBEHHbIM  KepaTo3
1 oHuxoamcTpocumsa [28]. NpoasneHua oHuxogucTpoumn
B MnafleH4eCKOM BO3pacTe onuckiBanun Kak nepuoguye-
CKYI0 MOTEepIo0 HOrTen ¢ nocnegyowmMm nUx otpactaHuem
3aHOBO, a Y B3POC/IbIX — KaK YTOSLEeHNe HOrTeBbIX nna-
CcTuH | nansues Hor [18].

Ce30HHbIX M3MEHEHUI B CKITOHHOCTU K 06pa30oBaHuio
ny3bipen y NauneHToB € TsXenbiM NpocTeiM BB He Ha6nto-
panock [18]. C BO3pacToM TSXECTb My3bIPHOrO MOPaXXeHUs
KOXW Yy 60MbHbIX TsXenbiM nNpocTbiM BB, kak npasuno,
YMEHbLUAETCA, YTO OTMeYasniocb yXe B [AeTCKOM W nopf-
pocTkoBOM Bo3pacTe [6, 18]. OgHako co BpemeHeM 6oree
BbIPa@XEHHbIMW MOFYT CTaTb MPOSIBNIEHUs NafoHHO-NOAO-
LLIBEHHOW KepaTofepmuu [6, 7, 25, 28].

OcCo06eHHO TSXeNo NpoTekaeT TaxXesbli npocTor BB
C aTpesuven npuBpaTHUKa, KOTOPbIN NPOSBAETCA C POX-
AeHuvsa. Y aTuUX naumMeHToB C TAXesNbIM My3bIpHO-3p03UB-
HbIM NMOpPa>xxeHneM KOXW Nocrie NepBbIX Xe NPUeMoB NMULLN
BO3HMKaeT obunbHasa peoTa, He cofepxatias xenuu [29,
30]. B 60nblUMHCTBE clyvyaes 605bHble YMUPAKT BCKOpe
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nocrne poxaeHus, gaxe ecnu npoBefeHa xupypruyeckas
KoppeKkuus atpe3uun npuepatHuka [31]. B Tom He6onbLLIOM
yucne crnydaeB, Korga nocre Xupypruyeckoro Bmella-
TenbCTBa NO NOBOAY aTpe3uu npuBpaTHUKa He HacTynan
neTanbHbI UCXOA, NOPaXeHUe KOXWM OTNNYanoCb MeHb-
Len TaxecTbio [31-34].

[pocTori BpoXAeHHbIN 6Yi1183HbI

SNUIEPMONING CPEAHEN TAXECTH

Mpoctoi BBO cpepHen TsaXecTn paHee HasbiBanu
reHepanu3oBaHHbIM npocTeiM BBO cpegHen TsxecTtn
nnm npocteiM BBD KebHepa. lMpocton BB cpegHen Ts-
XECTU MOXET ObITb HeCUMHAPOMASIbHLIM, €CIIN NOpPaXeHbl
TONMbKO KOXa W MHOrAa CIU3UCTble 060MO0YKU, U CUHAPO-
MasibHbIM, €CNY MopaXKeHbl Apyrue opraxsi.

Pas3BuTtne HecuHgpomansHoro npoctoro BBJ cpepn-
Hen TAXECTN MOXET OblTb 06YCNOBNIEHO ayTOCOMHO-AOMM-
HaHTHLIMU N ayTOCOMHO-PELIECCUBHLIMU MyTaLMAMN FEHOB
KRT5, KRT14 v PLEC, KOOMpYHOLLUMX COOTBETCTBEHHO Ke-
patuHbl 5 1 14, a Takxe nnekTuH. Kpome Toro, nopaxeHue
KOXW CpefHeln TAXeCTU Y 60MbHbIX NpocTeiM BB moxeT
6bITb 0GYCIIOBNEHO ayTOCOMHO-PELIECCUBHLIMU MyTaLums-
Mu reHoB DST n EXPHS5, koTtopble koampytoT 6enok BP230
(BPAG1e, ONCTOHUH) 1 9K30hUNMH-5, 1 Torga ouarHocTu-
pytoT npocTori BBE3 cpegHein TsaxxkecTun ¢ gedmumutom BP230
n npoctovi BB cpefHen TaxxecTn ¢ gehnumtom 3K30u-
NnHa-5 cooTBeTCTBEHHO [1, 35, 36].

CviHgpomanbHbIn npocton BBO cpegHen TsaxecTn co-
NpoBOXAaeTCA KapauvomMuonatuen, ecnu ero passuTue
obycnosneHo MyTauusamu reda KLHL24, vnu MbleyHon
ancTpodmen, ecnm OH Bbi3BaH MyTauusmu reHa PLEC.
MpocTon BBO cpepHeln THXeCTU ¢ Kapguommonartmen Ha-
crnegyetca ayTOCOMHO-BOMMHAaHTHO, npocton BBO cpen-
HeW TAXECTU C MbILLEYHOW ANCTpodren — ayToCOMHO-pe-
LleCCUBHO.

MpocTon BB cpefHel TAHXeCcT 06bIHHO NPOSABNSETCA
npy poXaeHnn unu B paHHeM OeTcKom Bo3pacTe [6, 36].
OTmeyeHo, 4T0 y 81% naumeHToB NepBble Ny3bipy NOSBU-
n1Cb B BO3pacTe [0 2 feT, XOTs BO3MOXHa MaHudecTauus
6one3Hn n B Bodpacte 10 net [18].

KnuHnyeckue nposieneHns npoctoro BB cpegHen Ta-
XecTu 6oree nerkme rno CPaBHEHWUIO C TAXENbIM NPOCTbIM
BEQJ. C camoro Havana 3abonesaHne MOXET NPOSBAATLCA
reHepanM3oBaHHbIMW MYy3bIPHLIMU BbICLINAHUAMMW, OJHAKO
CKJIOHHOCTU K repreTudOpMHON rpynrnmupoBKe ChiNn He OT-
Me4aeTcs. XOoTS nopaxeHve KOXn pacrnpocTpaHeHHoe, OT-
Me4aeTcs NpenMMyLLeCcTBEHHOe NnopaxxeHue CTon U KUCTeWn.
Cpegav naumeHToB ¢ npocTbiM BBO cpegHewn TaxecTun, gaH-
Hble 0 KoTopbIx NpeacTasunm H. Horn n M. Tidman (2000),
nopaxeHue cton 66510 oTMe4deHo y 100% nauueHToB, Mno-
paxeHue kucteh — y 91% [18]. MNaumeHTbl ykasbisanu,
4YTO TpeHue 06 ofexay W yKpalleHus SBNseTcs 3Ha4MMOon
NpUYNHON 06pas3oBaHUA Ny3bIpen, a BO3QeWcTBUe Ter-
na — AOMOMHUTENbHBIM YTXENALWMM (DakTOpoM, KOTO-
pbI MHOrAA BbI3bIBAET 06pa3oBaHve Mny3biper Aaxe B OT-
cyTcTBue TpeHus [18, 36]. B nogTBepxaeHne atoro 87%
nauMeHToB OTMETUIU, YTO B TEMMYI0 Norofy ny3bipy y HUX
06pagsytoTcs ¢ 60nbLUen nerkocTbio [18].

Y naumeHTOB ¢ npoctbiM BB3 cpepgHen Tsaxectn Mo-
XeT HabnoaaTbcs o4arosas nafgoHHO-NoAOLLBEHHAsA Kepa-
Togepmusa [6, 7, 18, 25, 28]. Yka3aHo, 4TO rmnepkeparos
B 06n1acTu MNOAoLLB, Ha KOTOpble MPUXOAUTCH Harpyska,
Ha6nopanca y 12% nauueHToB, ny3bipy B MONOCTU pTa —
Yy 24%, a Hortv Ha | nansuax Hor 6binu ytonuweHsl y 14%
naumeHTos [18].
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C Te4yeHMeM BpeMeHU BO3MOXHO YMEHbLLEHME Tsxe-
CTK nposiBneHui npoctoro BB cpepgHewt Taxectn. Cpeamn
HaxoamBLumMxca nog HaénogeHmem H. Horn n M. Tidman
(2000) naumeHToB € NnpocTbiM BES cpeaHel Tsaxectn ynyy-
LLIeHNe COCTOSIHUS C BO3PAcTOM 6bl10 OTMEeYeHO y 29%,
ewe 20% naumMeHToB He oTMeYann U3MeHeHUss COCTOAHUSA
C TeYeHVeM BPEMEHM, a Yy OCTalbHbIX NALMEHTOB NGO 6bIn
CIIMLLKOM Marl BO3pacT, YTO6bI OLleHMBaTb AMHAMUKY THXKe-
CTV 60Ne3HN C TEYEHNEM BpPeMeHU, NIM60 O HUX He 6bINo
MHpopmaumm [18].

OTMeYeHbl 0COBEHHOCTU MOPAXEHMUS KOXW, KOTOpble
MOryT HabnogaTbcs Npy pegknx dopmax npoctoro BB
cpegHen TsxecTu. Y 60MbHbIX NpocTbiM BBO cpefHent Ta-
XecTn ¢ aeddnumnToM aK3ounmMHa-5 Habnogannce Menkne
M 4acTo CrpynnupoBaHHble Ny3bIpU, OKPY>XEHHbIE BEHYU-
KOM BocnanutenbHon sputembl [36]. Ob6pa3oBaBLuMecs
Ha X MecTe AedeKTbl KOXW 3axusanu, ocTasnfs BOas-
NleHHble aTpouyeckne rmnonUMrMeHTUpoBaHHbIe PyoLbI.
BoasneHHble 6enble pybubl paccmaTtpuBaloTcs Kak ava-
FHOCTUYECKM 3Ha4YUMbIA MPU3HaK 3ToM HOpMbl 60NE3HM,
NMOCKOJTbKY OHW He HabtoaanvMcb NPy 4YacTo BCTPeYatoLLmX-
cs popmax npoctoro BB3 [36]. dedmumT ak3odunnHa-5
MOXeT accoLmmpoBaThCs ¢ pa3sutmeM atpodonm Koxu [37].

Mpn npoctom BB3 cpegHel TaXecTu C KapaMoMMO-
natven, obycrioBrneHHoM myTtaumamu reHa KLHL24, oT-
MeyeHa CKINOHHOCTb K 06pa30oBaHuIo Ny3bIpen Ha roneHsx,
XOTSl BO3MOXHO TakXe rnopaxeHvie Tynosua U BEepXHUX
KOHeyHocTen [38]. Y 60nbHbIX NpocTbiM BB cpenHen
TSXKECTU C KapguomwuornaTven mnaHadvanbHO MOBbILLEeHHAas
YYBCTBUTENBHOCTb KOXW K MEXaHN4eCKUM BO3[OENCTBUAM
6bICTPO CHMXAeTCs A0 YPOBHSA, 65IM3KOr0 K HOpMarsHOMY,
M 4acTo 3TO NPOUCXOOUT yXe B MrafeHYecKoM Bo3pacTe.
Tem He MeHee ny3bipy NPOAOIHKAIOT MOABNATLCA Ha MpPo-
TSXXEHUU Bcero getcTea [38].

XapakTepHbIM NPU3HaKoM 3ToM (popMbl 3a601eBaHNA
cyuTaeTCs BPOXAEHHas annasus KoXu, HabnogaroLascs
npu poxpaeHun 6onbHoro pebeHka [39]. Ee Bo3HUKHOBE-
HUWe CBA3bIBAIOT C BHYTPUYTPOOHLIM TpeHueM in utero [39].
XoTa BpoOXAeHHas annasus KOXU MOXET BO3HUKHYTb
npu no6om Tune BES, npocton BBED cpegHelt TaxecTtu
C Kapguomuonatven fBnsaeTcs efUHCTBEHHOW (hopMoK
60nes3Hn, NpM KOTOPOM BPOXAEHHAsA annasva KOXu Ha-
6nofanachk y BCEX ONUCaHHbIX MaLMeHTOoB, NTOKanmM3yschb
KaK Ha HWXHUX, TaK N BEPXHUX KOHEYHOCTAX, a UHoraa
1 Ha TynosuLle [38, 40—44]. 3axuBneHne gedeKTOB KOX-
HbIX MOKPOBOB, OBYCIOBIEHHbIX BPOXAEHHOW annasven
KOXW, MPONUCXOAnUT ¢ o6pa3oBaHNeM XapakTepHbIX aTtpo-
dryecknx 3ses3gyaTtbiX pyobLoB Ha (POHEe runo- WUnu ru-
neprnurMeHTUpoBaHHbIX MATeH. B y4vacTkax arpodunye-
CKUX U3MEHEHUI KOXW HacTO BO3HUKAET PONNNKynapHas
aTpodofepmus ¢ BbinafieHWeM BOSOC, KOTopas Yy HEKOTO-
pbIX MaLMeHTOB COMpoBoXAanack pasBuTmem co BpemMe-
HEeM anoneuuu, nopaxatowen AfMHHbIE BONOChl [38—42,
45]. YacTo y 601nbHbIX NpocTbiM BBO cpepHen Taxectn
C Kapavomuonatven HabnofalTcs U3MEHEHUA HortTen
1 nopaxeHue nonoctu prta [38, 40, 41].

Ota dopma 601e3HN xapakTepu3yeTcs pas3BUTUEM
y NauMeHTOoB nopa)keHns cepaua B Buge aunataumoHHon
KapavoMuonaTtum, KOTOpYHo OnpefensoT Kak aunartauuio
XEenygo4ykoB C HapyLlleHUEM WX CUCTOSNIMYECKON (OYHK-
uun (cppakums Bbibpoca nesoro xenygoyka — < 50%)
npu oTCYTCTBUWN NPU3HAKOB APYrnx opm Kapamomumona-
TUM UM NPUOBPETEHHbIX 3ab6ofieBaHui cepgua (Hanpu-
Mep, uwemudeckon 6onesHn) [44, 46]. JunaTaumoHHas
KapavoMmonaTtusa MOXeT MPUBECTU K NeTanibHOMY UCXoay,
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€CNnn ee CBOEBPEMEHHO He AMarHoCcTMpoBaTh U He NeYnTb
[43, 44]. meloTca faHHbIe 0 NauyneHTax ¢ npoctbiM BBO,
yMepLunx oT AunartaumoHHOn KapanommonaTum B Bo3pac-
Te 39 n 54 net [43]. PaHHee, gaxe 4OCMMNTOMHOE BMeLLa-
TenbLCTBO yny4llaeT ncxop sabonesaHus [43, 47].

MpocTton BB3 cpegHen TAXECTN € MbILLEYHON ANCTPO-
dmern ob6bIYHO MaHUMECTUPYET MNY3bIPHLIM MOPaXeHUeM
KOXW NpW poXAEHUN UK BCKOpe nocne Hero. o AaHHbIM
J. Kyrova n coasT. (2016), ny3blpM Ha KOXe MOSIBUINCH
npv poXAeHun unu BCKope rnocne Hero y 47 n3 49 nauu-
€HTOB C NpocTbiM BB3 ¢ MbiweyHon guctpodment, n nyb
Yy 213 HuX 3abonesaHve MaHuecTuposano B OETCKOM
BO3pacTe, npu 3ToM y 74% naumeHTOB NopaxXeHne KOXu
6bIN0 pacnpocTpaHeHHbIM [48]. OTMeuYeHo Takxe, YTo no-
cfe perpecca ny3blpHbIX BbiCbINaHni y 54,5% nauueHToB
Ha UX MecTe ocTaBanacb atpodus Koxu, y 27,3% — py6-
ubl, ¥ 9,1% — Munuymel, y 9,1% — HapyLleHus nurMmeHTa-
unn [48]. Y 39 (88,6%) 13 44 onuncaHHbIX B NnTepaTtype na-
LIMEHTOB OTMeYanacb OHUXOANCTPOGUS, XOTA TONMbKO Y 1 13
HMX 6bina onucaHa noteps Horten. Y 20 (52,6%) 13 38 na-
LIMEHTOB MMENOCh MopaXeHne Cnmn3ncTomn o60s104K1 nosno-
CTW pTa, HO TONMbKO Y 3 (7,9%) U3 HUX NOpaXXeHWe MosIocTn
pTa 6b1n0 TaxenbiMm [48].

lMopaxeHne MbILLEYHON CUCTEMBI YXKe Mpu POXAEHUN
HexapakTepHO, HO BO3MOXHO. OnucaH nauueHT, y KoTo-
poro 3apepXka ABuUraTenbHOro pasBuUTUA MNPosiBUNAach
B MnageH4yeckoM BoapacTte [48]. MbiweyHasa cnabocTb
06bI4HO nposerseTcsa noaxe [49]. MNepBbiM ee npusHa-
KOM MOXeT 6bITb NTO3 BeK [48]. K AByM rogam MblLLieyHas
anctpodusa npossunack y 30% naumeHToB, kK 11 rogam —
y 58%, kK 20 rogam — y 83%. MegnaHa Bo3pacTa 60J1bHbIX
npw NosiIBNEHNN NepBbIX MPU3HAKOB MbILLEYHON ANCTPO-
dum coctasuna 9,5 roga. Hanbonee no3gHUI BO3pPacT,
Korga y naumeHTa c npocTteiM BBO cpepgHeli TaxecTn,
BbI3BaHHbIM MyTaumen reHa PLEC, NnposBUNUCL NepBble
Npu3HaKu MelLledHon anctpodun, — 35 net [48].

Y 74% naumeHTOB € NpocTbiM BB3 cpepHen Taxectun
C MbILWEeYHON AucTpodumein Habnoganocb nopaxeHue
opraHoB, MOMUMO KOXMU M Mbiwy: y 33,3% nauneHToB
Ha6noganacb oxpunnocTb ronoca; 33,3% — pecnupa-
TOpHble OCNOXHeHusa; 25,0% — cTomaTonorn4eckue
OCNOXHEHUA; 22,2% — MOoAOLBEHHAA KepaToAepmus;
19,4% — >Xenygo4yHO-KULLEYHbIE OCNOXHeHUs; 16,7% —
HEBPOJIOrMyeckne oCnoXxHeHus; 16,7% — Taxensie ypo-
reHuTanbHble ocnoxHeHus ny 11,1% — cepge4Hble oc-
NoXHeHusn [48].

[pocToii BpoXaeHHbIN 6Y/IE3HbINA 3MUAEPMONN3

C MATHUCTON NUrMeHTaumnen

MpocTton BB ¢ NnATHMCTOM NUrmMeHTaumen — peakas
dopma npoctoro BBD, xapakTepHbIMU KIMHUYECKUMMU
NPOsiIBNEHNAMN KOTOPOW ABMAIOTCA Ny3blpU C CEPO3HLIM
coOepXUMbIM M MELJIEHHO MpOrpeccupyollas peTuky-
napHas runepnurmeHTauunsa. OnucaHsl Takxe gpyrue npo-
sBneHusa 60/1e3HN, HO OHM MOTYT HabnaaTbCs He y BCex
60S1bHbIX.

My3bipy  06bIYHO  MOSABASATCA MNPU  POXAEHUMU
UM B paHHEM MriageH4YeckoM Bo3pacTe. [Ny3bipHoe nopa-
XEHWE KOXM, Kak NpaBuiio, JIOKarM30BaHHOE U OrpaHnyn-
BaeTCs AMCTalbHbIMW OTOENAMU KOHEYHOCTEN WM TOJbKO
KUCTAMU 1 CTOMamu, OQHAKO UMEIKOTCA COOBLLEHNS O reHe-
panuM30BaHHbIX My3bIPHbLIX BbICbINAHUSAX Npu Nnpoctom BB
C MATHUCTOW NUrMeHTauuen [50-52]. 3axneneHve 3po3ui,
o6pasyLnxcs Ha MecTe My3blper, 06bIMHO NPOUCXOAUT
6e3 obpas3oBaHus pybuos [53]. TeM He MeHee Y 60MbHbIX
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npocTbiM BB ¢ NATHUCTOM NUrMeHTaumnein MoryT nosiBUTb-
ca munuymebl [50, 54], B psge cnyyaes — atpoduyeckune
M3MEHEHUA KOXM [55].

Y HeKoTopbIX 60MbHbIX OTMEeYanocb yxydlleHue Cco-
CTOSIHUSI C YBENUYEHMEM 4YUCra MOABASIOLLMXCA MNy3blpen
B neTHee BpeMms [56, 57]. OTMeYeHa TeHOeHUMS K YMEeHb-
LLIEHNIO TSXXECTU MY3bIPHOro NopaxeHus ¢ Bo3pacTtom [53].
Y B3pOCHbIX Ny3blpU MOTYT NOABAATLCH 3HAYUTENBHO pexe
1 TONbKO Nocrne TpaBM, TPEHUA Uy gaBneHus Ha Koxy [53].
Bo3MOXHO gaxe nosniHoe npekpatleHne NosBneHus ny3sblp-
HbIX BbICbINAHWIA BO B3POCNIOM BO3pacTe.

AHOManbHas NUrMeHTauma KOXW BO3HUKAET No3xe,
YyeM MNy3blpHbIE BbIChIMNaHWS, U MOXET NPOSBUTLCA B Mna-
JEeHYeCKOM Unun geTckom Bo3pacTe. [losiBneHne 1 rnoka-
nm3aumsa rmneprnurMeHTUPOBaHHbIX 04YaroB MopaXeHus
He CBfA3aHbl C Ny3blpHbIMU BbICbINAHNAMU. AHOManbHas
NUrMeHTaLunsa KoXu npy npoctom BB ¢ naTHUCTON nur-
MeHTaunen onucbiBaeTcs Kak rmnepnurMeHTUpoBaHHbIe
M cnuBawolwmecs naTHa, obpasyolime cetvaTtblii pucy-
HOK, KOTOpPbI B HEKOTOPbIX CllydyasaX MOXET COMpoBO-
XOaTbCs rMNonNUrMeHTUpPoBaHHbLIMK NaTHaMmu [51, 52, 58].
Hanb6onee 4acto NUrMEeHTUPOBAaHHbLIE O4Yarn nopa)xeHus
pacnonaratTca Ha Tynosuwe [52, 55-61]. Bo3mox-
HO MOSIBNEHUE MUIMEHTUPOBAHHbBIX O4YaroB MOpPaXeHus
Ha KoHe4HocTax [50, 56—63]. MoryT nopaxaTbCsl XM1BOT,
noambilleYyHble N naxosasa o6nactu [54, 64—66]. Boamox-
HO MporpeccupoBaHne MUrMEeHTUPOBAHHbIX BbICbiNAaHUM
C nopaxeHueMm 3Ha4YUTenbHOM nnowaauM MOBEPXHOCTU
Tena [51, 53, 67].

[TpocToii BpoXaeHHbIN 6Y/1e3HbIN 3NUAEPMONN3

C MUTPUPYIOLLENA KOJIbLEBULHOU 3pUTEMON

MpocTton BBES ¢ murpupyoLlen KonbLeBUAHOW 3pu-
TEMOW MpPOABMAETCA C POXAEHUA, B MaJeHYeCKOM
WM eTCKOM BO3pacTe MUMPUPYIOLLIMMU KONbLIEBUAHBIMA
3puTEMATO3HLIMU NATHAMMU, MO KpasM KOTOPbLIX pacnona-
ratoTcs ny3bipun [68, 69]. OTmMevaeTca nepudepuyecKuin
POCT KOMbLEBMAHLIX 04aros rnopaxexus [69]. VIx perpecc
NPOUCXOAMUT C (POPMUPOBAHNEM KOPUYHEBATOM rMnepnur-
MeHTauuu.

BoamoxHa maHudecTauus 3abonesaHuns y nauneHToB
¢ gpyrummn dopmamm npoctoro BES 1, Haob6opoT, passu-
Tve NposiBNeHnn apyrmx opm 60Me3HU y NaLmeHToB € Npo-
cTbiM BB3 ¢ murpupytoLlen konbLesngHon aputemon. OT-
Me4eHO BHe3arnHoe MnosiBfieHne BbiCbiNaHui npoctoro BB
C MUrpUpyroLLEen KOmnbLEeBUOHOW 3pUTEMON Yy 9-neTHero
pebeHKa, y KOTOpPOro yxe Mpu poXaeHU! Ha KOHEeYHOCTAX
Habrnofganvcb annasusi KoXu n 3posuu, a B nocneaytoLem
00 MNOosIBNEHUs KONMbLEBUOHBLIX 04aroB NOpaXeHUs KIvHK-
yeckas KapTvHa 60fe3Hn xapakTepu3oBarnachb reHepanu-
30BaHHbIMW My3bIPHLIMU BbICLINAHUSAMU, YTO pacLeHuBa-
nocb Kak npocTtov BB cpepHeli TsxxecTtn [70].

Habnoganocb 3MeHeHne KMUHUYECKUX MpOosiBReHun
3abofeBaHns y naumeHToB C NnepBoHavanbHO AMarHocTu-
poBaHHbIM NpocTeiM BB ¢ murpupyioLler KonbueBMaHON
sputemoni. OnucaHbl NauMeHTbl ¢ MaHUecTMpoBaBLLMM
B MNafileH4eckom Bo3pacTte npocTeiM BB ¢ murpupytoLen
KOSIbLIEBUOHON 9PUTEMOMN, Y KOTOPLIX CO BPEMEHEM KOJb-
LeBMaHble o4aru nc4esnu, ogHako copmmposanuch nur-
MEHTUPOBAaHHbIE O4aru, xapakTepHble gns npoctoro BB
C ceTyaTon nurmMmeHTaumen [68].

Bo3MOXeH MOMHbLIN  perpecc MnopaxeHuss KoXu
npu aTon dopme 6one3Hn. C60p ceMenHoro aHamHesa
y naumeHTa ¢ npoctbeiM BB3 ¢ murpupyioLlern apuremon
nokasal, 4To y ero Matepu B JeTCTBE BO3HMKaNW aHarno-
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FMYHbIE BbICBIMAHUA, HO CO BPEMEHEM OHU MpeKpaTunn
nosiBNATbLCA [69].

benku Koxu, accouunpoBaHHbie ¢ pa3BuTUEM

NPOCTOro BpOXAEHHOro 6VJ1]183HOF0 nnaepmonu3a

PaseuTtne npoctoro BES cBA3bIBaeTCs C HapyLLUeHMEM
U OTCYTCTBMEM CUHTE3a LMTonnasMaTn4eckux nnm Mem-
6paHHbIX 6eNKOoB, KOTOPbIE CUHTE3NPYIOTCA KepaTuHoumMTa-
MU W y4acTBYIOT B (POPMUPOBAHMU LMTOCKENETa KIEeTKW,
nonyaecMocoM Unu BAUSIOT Ha ux dopmuposanue [1]. Lin-
Tonnasma 3ykapmoTU4ECKUX KIEeTOK OpraHu3oBaHa CroxX-
HOW CeTbio PUNMaMEHTHbIX CTPYKTYP M acCoLMUPOBAHHbLIX
C HUMW 6EenKoB, N3BECTHOM Kak umtockenet [71]. B dop-
MUPOBaHUM LMTOCKeNeTa KepaTMHOLMTOB MPUHMMALOT y4a-
CTVE MPOMEXYTOYHbIE (PUNaMeHTbI, OCHOBHbLIM KOMMOHEH-
TOM KOTOPbIX IBNAOTCA KepaTuHbl 5 1 14. NMpomexyTouyHble
vnameHTbl pacnonararoTcs B LMTOMnasMe KepartuHoum-
TOB Ha MPOTSXKEHUM OT MEepUHyKneapHoOro npocTpaHcTea
00 KNeTo4Hor MeMbpaHbl, rae OHU MPUKPENNSAITCSA K KOM-
nrnekcam MexXKNeToYHbIX KOHTaKTOB — AeCMOCOMaM U Mo-
nypecMocomam, KOoTopble o6ecrneqmsatoT MpPoYHyo afre-
3UI0 KNEeTOK K MaTpukcy 1 Apyr K Apyry B MHOIMOCMOMHBLIX
ANUTENUAX, KaKUMWU ABMSAIOTCA 3MUAEPMUC U CIIU3UCTbIE
obonoykn [72, 73]. CeaA3biBaHWE KepaTMHOBbLIX MPOMEXY-
TOYHbIX (PUNIAMEHTOB C NONyAEeCMOCOMaMu OCYLLECTBIAET-
Csl 3a cYeT hopMMpoBaHUA CBA3EN MeXAy KepaTtuHamu 5
n 14 1 KOMMOHEHTaMn NonygecMocoM — KpYrnHbIMU MHOTO-
OOMEHHbIMM 6enkamMu U3 ceMencTsa MNakuHOB, KOTopble
Ha3bIBalOT TakxXe 6enkamMmun-LuTonnHkepamm, — nnekTMHOM
N aHTUreHom 6ynnesHoro nemcguronga 1 (BP230, BPAGT,
OUCTOHUH) [73, 74]. Mommumo nnekTuHa u 6enka BP230
B COCTaB MONygecMoOCOM BXOOAT WHTerpuH a6fB4, Tetpa-
cnannH CD151 n konnareH XVII Tuna. BmecTe 3T 6enku
06pasytoT CIOXHYI0 ceTb, KoTopas obecrnedvBaeT Herpe-
PbIBHBIN CTPYKTYPHLIA MOCT, CBA3bIBAIOLLMIA KepaTUHOBLIE
NPOMEXYTO4HblEe unamMeHTbl B uuTonnasme 6asanbHbIX
KepaTUHOLMTOB C KOMareHoBbIMW BOSIOKHAMU B COCOYKO-
BOW gepMme [75].

Kepatuubl 5 u 14

KepaTuHbl 5 1 14 kogupyroTcs COOTBETCTBEHHO reHamu
KRT5 n KRT14 [76]. OTn 6enkn akcnpeccupytotca B 6a-
3anbHbIX KepaTuHoumTax. B LeHTpe Monekynbl KepaTuHa
pacnonaraeTcs a-cnvparnbHbIi CTEPXHEBOW JOMEH, a aMu-
HOTEPMUHASbHBLIN TOMOBHOM W KapboKCUTEPMUHANbHbIN
XBOCTOBOW JOMEHbI COCTaBNAOT ee Kpas [77, 78].

LleHTpanbHbIM  a-CivparsbHbIl  CTEPXXHEBOW [OMEH
Bknto4daeT oT 310 go 315 aMMHOKMUCIIOTHBIX OCTaTKOB U CO-
OEepXUT YeTblpe crnvpanbHbix cermMeHTa 1A, 1B, 2A n 2B,
pasgeneHHbIX TPeMs KOPOTKUMWU HecnmnpanbHbIMU MMOKU-
MU cBsA3bIBalOLWMMK cermeHTamm (L1, L12 n L2) [77, 79].
CnvparnbHble CErMEHTbI CTEPXXHEBOIr0 IOMEHa COCTOAAT U3 MO-
BTOPOB CEMM aMMHOKWCIOTHbIX OCTaTKoB (a—b—c—d-e——g),,
HasblBaeMbIX rentagHbIMun nosTopamu [77]. MNpumepHo no-
cepeavHe cnupanbHOro cerMeHTa 2B uMeeTcsa npepbisa-
HMe nocnegoBaTesisHOCTM renTagHoro noesTopa (MHBepcus
cnvpanu), 4To hopMupyeT 06nacTb «MnpepbiBaHUSA», KOTO-
pas MOXeT urpaTb onpefesieHHyo ponb B npouecce yanu-
HeHuns kepaTUHOBbIX drnameHTos [80].

Ha NPOTMBOMNOMOXHbIX Kpasix LeHTparnbHOro
a-CNMpanbHOro CTEepPXHEBOro AOMeHa HaxoOdaTcs copep-
Xawpme npumepHo no 20 aMMHOKUCIIOTHBLIX OCTaTKOB Bbl-
COKOKOHCepBaTUBHbIE aMWHO-TEPMUHAmNbHbIA MOoTUB HIP
(nentug vHMumauum cnupanu — helix initiation peptide),
pacnonoxXeHHbIW B Hadane cermeHTta 1A, 1 kapbokcu-Tep-
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MUHanbHbIM MoTuB HTP (nentup 3asepLueHns cnupanm —
helix termination peptide), nokanuayoLmiica B KOHUe cer-
MeHTa 2B [7, 77].

[OnoBHOM M XBOCTOBOW [OMEHbl KEpaTMHOB MO CBOe-
My CTPOEHUI0 — HecnupanbHble rnobynsapHsle [78, 82, 83].
lonosHOM gomeH BknovaeT BapuabenbHbii (V1) n romo-
nornyHbin (H1) cy6gomeHbl, a XBOCTOBOW — Cy6[OMEHbI
H2, V2 un koHuesow (E) cy6aomeH. Cy6a0MeHbl FONoBHO-
ro n XBOCTOBOr0 [OMEHOB OMOCPeayloT B3anuMOAencTBuA
C ApYyrMMy dovnaMeHTaMm 1 KneToYHbIMK 6enkamMm n ciny-
xat cyécTpatamMy AN nocTTPaHCIALUMOHHBIX Moandu-
KaLuuin, KoTopble perynupytoT CTPYKTYpy, OpraHusauuio
1 pyHKUMM 6enkos [77].

Monekynbl kepatvHa 5 n KepatuHa 14 coepuHsOTCA
B LMTOMMa3Me KepaTMHoOLMTOB C 06pa3oBaHnem retepoau-
MepoB, U3 KOTOPbIX 3aTeM COobupaloTc NPOMEXYTO4HbIe
dunameHTsl, yy4acTeylome B (POPMUPOBAHUU LIUTOCKE-
neta knetku [7, 85-87]. OnpefeneHbl CTPYKTYPHO U (DyHK-
LIMOHANBHO BaXHble Y4acTKN MOMeKyn kepaTuHos 5 1 14.
[ns c60opkun ABOMHOM cnvpanu KepaTUHOBBIX reTepoanume-
poB 1 MX POPMUPOBAHUA BaXKHOE 3HA4YeHWe UMEIOT pac-
NOJTOXXEHHbIE Ha MPOTUBOMOMOXHBLIX KpasX a-CnnpansHoro
cTepxHeBoro gomeHa motusbl HIP n HTP, yto genaet atn
y4acTKU BaXHbIMWU NS NPaBUbHON COOPKU KepaTUHOBBIX
cunameHToB [77].

BonbLloe 3Ha4eHne MMeoT renTajHble NOBTOPbLI aMU-
HOKMCNOTHOW nocnefoBartensHocTn  (a—b—-c—d—e—f—g) ,
pacnonoxeHHble BHYTPW CrMpanbHOro fAoMeHa Kepa-
TUHOB [77]. Buodmnanyeckme cBoncTBa aMUHOKUCHOT,
HaxXoQALMXCA B 9TUX TrenTafHbIX CTPYyKTypax 6enko-
BOW cnupanun, — ux 3apag U KUCNOTHOCTb — BAUSIOT
Ha B3anMofencTeme Mexay nonMnenTuaHbIMU Lensmu
KepaTtuHoB 5 u 14 npu hbopMmnposaHumn gumepa aTux 6ern-
KoB [88]. Moauunn a n d 3aHaTbl rIMAPOPOO6HEIMK OCTaT-
KaMu, KOTopble CHUTAaIOTCA KIoYeBbIMU A8 hopMupoBsa-
HUA ABOWMHOM cnupanu [77]. B pesynstaTte rugpodo6HbIX
B3aMMOJENCTBUA MeXAy aMUHOKUCIOTHBIMU ocTaTKamu
B No3uuusax a/d rentafHbIX NoBTOpoB (a—b—c—d—e—f-g),
obpasyeTca TUNW4YHaA [OBOWHAsA cnuparnb KepaTuHOBbLIX
ONMepoB, a 3feKTpocTaTuyeckne B3aMMoaencTBns 1 Bo-
[OpOofHbIe CBA3WM MeXAYy aMUHOKUCIOTHbIMU ocTaTkaMu
B NO3MLMAX /g cTabunmanpyoT o6pa3oBaBLUYOCS ABOW-
HYI0 LieMnb KepaTUHOB 1 UrpatoT BaXKHYIO porib B onpepaerne-
HUKW OpueHTauuu uenen retepoanmepa [85-87].

[ONoBHOM M XBOCTOBOW NOGYNSIPHbIE OOMEHbI Kepa-
TUHOB 5 M 14 B cocTaBe MPOMEXYTOYHbIX brunameHToB
B3aVMOLENCTBYIOT C 6eflkoM, BXOAALMM B COCTaB Mony-
[ecMocoM M [ecMocoM, — MnekTuHoM [82]. dopmupys
CeTb, COeAMHSAIOLLYIO NEepPUHYKIeapHbIA PerMoH KepaTtuHo-
LUTOB C fleCMOCOMaMU Ha anukonarepanbHON KeToYHOW
MeM6paHe 1 nonygecMocoMamMu Ha 6asanbHON CTOpoHe
anuTenuanbHbIX KIETOK, KepaTMHOBbLIE MPOMEXYTOYHbIE
dunameHTbl NPUJAIT LUTOCKENETY MPOYHOCTb U MTMOKOCTb
M, COOTBETCTBEHHO, KepaTuHOUMTaM — MexXaHUYecKyo
ctabunsHocTb [89]. OgHako byHKUuKM KepaTuHoB 5 n 14
He OrpaHn4MBaloOTCA UX POSbI0 Kak CTPYKTYPHbLIX GEKOB.
OTN KepaTuHbl MrpalT BaXHYH POfb B MOrMOLLEHWMN,
TpaHcrnopTe 1 NO3ULMOHUPOBAHMN MENaHOCOM B Kepatu-
HouuTax [90].

MyTtauun reHoB KRT5 n KRT14 y 605nbHbLIX NPOCTbIM
BBEO moryT 6bITb pasnuyHoro Tuna. B cnyvae ayTtocom-
HO-AOMWHAHTHOrO HacnefoBaHus 60ne3H 60MbLUNMHCTBO
MyTauuin B reHax KRT5 n KRT14 npuBoguT K 3aMeHe aMu-
HOKWUCIOTHBLIX OCTaTKOB B NONMUNENTUOHON Lienu CooTBeT-
CTBYyHOLLMX 6eNKOB (Mm1cceHc-myTauum) [91]. Bo3aMOXHO BblI-
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sIBNeHe MoHoannenbHbIX Aeneunn ¢ CoXpaHeHnem pamku
CYMTbIBaHUA, MyTauui canTta crnamcuHra unuv myTauumn,
XapakTepuayloLmxcs obpasoBaHNeEM MNpexXaeBpeMeHHbIX
CTOMN-KOAOHOB, KOTOPbIE 06LIYHO MPUBOAAT K 06pa30BaHmIo
YKOPO4€eHHbIX 6eNIKOB, Npu4em Takue Mytauumn reHos KRT5
n KRT14 MoryT 6bITb accouMmMpoBaHbl C O4eHb TSXENbIM
TeyeHneMm 6onesHu [15, 88, 92, 93]. BonbLUMHCTBO cny4vaes
ayTOCOMHO-PELEeCCUBHOIO npoctoro BB BbI3BAHO HOH-
ceHc-myTaumamn KRT14 vnn MyTaumsamm ¢ HapyLleHuem
pamku cuuTbiBaHuA [1].

MaToreHHble MyTauun B reHax KRT14 n KRT5 acco-
LMNPYIOTCA C HapyLleHMeM COOPKU CeTU MPOMEXYTOUHbIX
hrnamMeHToB B UuUTONNasme KepatuHoumtos [94]. KnuHu-
Yyecku nocneacTema MyTtaunn reHos KRT5 n KRT14 moryT
CYLLIECTBEHHO pasnnyaTbCA Kak Mo CBOEW TAXEeCTW, Tak
M Mo xapakTepy nopaxeHus Koxu. C HUMmM accoummpoBsa-
HO pas3BUTUE HECKONMbKUX (hopm 3abonesaHus — nokKanu-
30BaHHOM0, CPEQHETSXKENoro n Taxenoro npocrtoro BBJ,
a Takxe npoctoro BB3 ¢ nATHMCTON NMrMeHTaumen u npo-
ctoro BE3 ¢ murpmpyoLLien 3puTemMon.

OC06eHHOCTUN KNMHWUYECKUX MPOSIBAEHUA PasnnyHbIX
dopm npoctoro BBJ, BbizBaHHOro mytaumsamm reHos KRT5
n KRT14, cBA3bIBAKOT C foKanuMsauven mytauuu B Morse-
Kyne kepaTuHa. Jlerkve nposisneHns 60ne3Hn 4acto oby-
CIIOBfIEHbI MyTaLMAMU, NOKanM3oBaHHbIMK 3a npefenamMm
crnvparsbHbIX Yy4acTKOB NonuMnenTuOHON Lenu KkepatuHa, —
B HecnvpasbHbIX CBA3bIBAKOLLMX CErMeHTax CrnvpasnbHOro
pomeHa (L1, L12 n L2) n B rno6ynsipHbIX rOfIOBHOM M XBO-
CTOBOM AoMeHax [6, 91, 95]. Taxenbin npocTon BBO value
accouumnpyeTcsl ¢ MUCCeHC-MyTaumnsM1 B BbICOKOKOHCEpBa-
TUBHBIX MOTMBax Ha aMMHO-TEPMUHANBHOW U KapboKeuTep-
MUWHarnbLHOW rpaHuuax CTEPXXHEeBOro CNupanbHoOro AoMeHa
(HIP B cermeHTe 1A n HTP B cermeHTe 2B), hopMupyoLLnx
CBA3WN MeXy CnupanbHbIMW cerMeHTamMu kepatuHos 5 1 14
N MOTOMY BaXHbIX AS15 NPaBUbHON COOPKN KepaTUHOBbLIX
dmnameHToB. 3T MyTauMu HapyLlalT paHHWe cTaguu
YOMMHEHWUSI NPOMEXYTOYHBIX dounameHToB [96, 97].

Tem He MeHee faxe B cny4ae nokanvsauum Muc-
CeHC-MyTauuMi B BbICOKOKOHCEPBATUBHbLIX CnupanbHbIX
motmBax HIP u HTP kepaTuHOB He Bcerfga 3abonesaHue
NpoTeKaeT TAXeNOo, Tak Kak Ha TAXeCTb Te4eHUsa NpocTo-
ro BB3 moryT BAusATL pasnmymna 6Modmn3nyecknux CBONCTB
aMVHOKUCNOTLI ANKOrO TUNa u MyTaHTHOM aMWHOKWUCIIO-
Tbl [81, 98—102]. MNpegnonaraeTcs, 4YTO 3aMeHa aMWHO-
KUCNOTbl, KOTOpas 3HauYUTEeNbHO U3MEHSAET MOSSPHOCTL
WINN KUCINOTHOCTL 6erKa, Bbl3biBaeT 60nee Taxenble Npo-
ABneHnsa 6onesnHu [15].

Tak, ocTaTok rinytamara B no3vumun 477, pacronoxeH-
HbI B MmoTBe HTP cnupansHoro nomeHa 2B kepaTtuHa 5,
B pesynsraTe myTtaumi reHa KRT5 MOXeT 6bITb 3amMeHeH
pasnuyHbiMKU amMuHokuMcnoTamu. Npu 39TOM MUCCEHC-MY-
Taumm p.Glu477Lys, p.Glu477Asp, xapaktepuayloLimecs
3aMeHon rrnytamarta 477 Ha nM3vMH W acnaprtaT COOTBET-
CTBEHHO, U HOHCeHc-MyTaums p.Glu477X npuMBOAAT K pas-
BUTUIO Tsxenoro npoctoro BB [15, 102]. ConocTtaene-
HWe CBOWCTB rfiyTamata W 3aMeHMBLUEro ero snu3uHa
B cnyydae mytauumn p.Glu477Lys nokasbiBaeT, YTO 3aMeHa
KWUCIMOro rryramaTta OCTaTKOM OCHOBHOMO fM3uHa MpuBo-
OUT K BbIpaXeHHbIM HapyLleHusM OpMUPOBaHUSA Mpo-
MeXyTouHbIX dnnameHTos [103]. CunTtaetcs, 4To MyTaums
p-Glu477Lys B reHe KRT5 noteHumansHO netanbHa [104].
UccnepnosaHue, nposefeHHoe B BenvkobputaHum, nokasa-
no, 4To BCe 60sbHbIe NpocTbiM BBE3, ymepLuve B nepsble
6 MecsLEeB XN3HU, O6bINK HOoCUTENAMKU MyTaumm ¢.1429G>A
(p.Glu477Lys) B ak30He 7 reHa KRT5, a y XuBbIX 605bHbIX
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cTapLuero Bo3pacTa, UMetoLLmMX 3Ty MyTauumio, 6bIn aMarHo-
CTMPOBaH THXEerbI reHepanM3oBaHHbIA npocTo BB3 [15].
Tem He MeHee criefcTBMeM pacnornarasLLencs B TOM Xe
MecTe MucceHc-myTauun p.Glu477Gly siBunock passuTve
JloKanu3oBaHHoro npoctoro BB3 [105].

B TOM Xe BblcOkOKOHCepBaTnBHOM MoTmBe HTP kepa-
TUHa 5 3aMeHa n3onenunHa B No3uumm 467 6bina natoreH-
HOW, HO TSXKeCTb 3a60neBaHns, K KOTOpOMy OHa NpuBoauna,
3aBucena OT BbIPaXEHHOCTU pasnnynini MyTaHTHOM aMUHO-
KUCNOTbI OT u3onenuuHa [86]. Tpu pasHbIX NaToreHHbIX Ba-
puaHTa p.lle467Leu, p.lle467Met u p.lle467Thr BbI3bIBANN
nokanu3oBaHHbIn npocTtor BB, npocTtont BB cpegHen
TSKECTU 1 TsxXenbln npocton BB cooTtBeTcTBEHHO. [Mpu-
CyTCTByIOLLAsA B AMKOM TWUME KepaTuHa 5 aMuvHoKucnoTta
usonenuunH lle sBnsetca anudartuyeckon, rmgpodobHom
M MeeT Tpy rmapodobHbIX B3aMMOAENCTBUSA C aMUHOKMC-
NnoTHbIMK ocTatkamu Leud08, lle412 n Tyr415 nonunen-
TUOHOW Uenn kepaTuHa 14. B cnyyae mucceHc-myTtaumm
p.lle467Leu rmpgpodobHble B3aUMOLENCTBUA CTaHOBATCA
HeckonbKo cnabee, Tak Kak nenumH umeet +3,8 6anna
rmapodobHOCTN MO cpaBHeHUIO ¢ +4,5 6anna usonenum-
Ha. OTO MOXET 6bITb O6BLACHEHMEM, MOYEMY C MyTauuMen
p.lle467Leu accounmpoBaH xapakTepuU3YOLLUMNCH Nerknuv
TeYeHneM flokanuM3oBaHHbI npoctor BE3. B cnyyae 3a-
MeHbI p.lle467Met rugpodobHbIe B3aMMOAenCcTBMA CTaHo-
BATCA HAMHOro 6oree cnabbiMK, Tak Kak METUOHUH UMeeT
+1,9 6anna rugpodo6HOCTN MO cpaBHeHuo ¢ +4,5 6anna
n3onenumnHa, N 3TUM MOXET ObITb OOBLACHEHO pas3BuTHe
npocToro BB3 cpegHen TaxecTu. B cnyyae myucceHe-myTa-
uun p.lle4d67Thr rmapodobHble B3anMoAenCcTBUS rnpekpa-
LLAKTCA, TakK Kak TPEOHUH ABMAETCHA NONsSpHOM aMUHOKMC-
notou n ero rmapodobHoCcTL coctasnseT —0,7 6anna. Tem
caMblM MUcceHc-MyTauus p.lle467Thr Bbi3biBaeT TaXenbIn
reHepanunsoBaHHbIv npoctor BB [86].

TsxecTb nopaxeHus KoK npyu npoctom BB moxeT
Takxe onpefensaTbCcs nosuumen Mytaumm BHyTpyU rentagHom
MOBTOPSAOLLIENC MocreaoBarensHocTn  (a—b—c—d—e—-g),
cnunpanbHoro gomMmeHa [77, 88]. ockofnbKy aMWHOKUCIO-
Tbl B N03UUMsAX a/d 1 e/g renTagHoOro NosTopa NpsiMo y4a-
CTBYIOT B nogfaepxXaHun n crabunusaumm retepogumepa
K5/K14, nx 3ameHbl NpUBOOAT K Hanbonee TSXENbIM Mo-
cnegcTtemam [88, 106]. 3ameHa aMMHOKMCINIOTHOIO ocTaTtka
BHYTPU CNMpanbHOro JOMeHa KepaTuHa HapyluaeT B3au-
MOJENCTBME Lener KepaTMHOB Mexay CO60M. BbipaxkeH-
HOCTb BO3HMKAIOLLIEro HapyLLEeHUs MOXET ObITb pasfnyHon
M 3aBUCUT OT MONSIPHOCTU W MO3ULIMN IKCTPECCUpyemMoro
aMNHOKUCNOTHOro octatka [85, 86].

PasnuyHble nocneAcTBus Bbi3biBanu 3aMeHbl MeTu-
OHWMHA Ha pasHble aMWHOKMCIOThI B no3uumn 119, pacno-
JIOXXeHHOW B crnvparnbHoM cermeHTe 1A kepatuHa 14. Ecnu
3aMeHa MeTUoHWHa Ha TpeoHuH p.Met119Thr nmena cnepn-
CTBMEM pasBuTMe Tsxenoro npoctoro BB, 1o B cembe,
B KOTOPOW Ha NPOTAXEHUN HECKOSbKMX MOKOMEHU BbIAB-
nanuce cnydan npoctoro BBO cpepgHen TsaxecTwn, y 601b-
HbIX Oblna obHapyxeHa MwucceHc-myTauus p.Met119Val,
npepcTasnsowas cobon 3amMeHy MeTMOHWHA Ha BasvH.
MpepnonaraeTcs, YTO 60nee TAXenble NMPosBeHNs 60mnes-
HW B cny4dae mucceHc-mytauum p.Met119Thr obycnosne-
Hbl MeHbLUEN rMapOOOHOCTLIO TPEOHMHA MO CPaBHEHWUIO
C METMOHMHOM, Torga Kak coxpaHeHve ruapoo6HOCTM
aMUHOKUCIOTLI NPWY 3aMeHe Ha BalnuvH MpUBENO K MeHee
TS Kkenomy TedeHuto npoctoro BB [100]. MNpu atom munc-
ceHc-myTaums p.Met119Thr B reHe KRT14, BbiaBnssLUas-
¢y 605bHbIX TSXeNbiM NpocTbiM BES, 6bina o6HapyxeHa
y 60nbHOro NpocTbiM BB3 ¢ nATHUCTOM NUrmeHTaumen [58].

BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(5):22-44 B
Vestnik Dermatologii i Venerologii. 2025;101(5):22-44 W



OB30P JINTEPATYPbI / REVIEW

CuuTtaetcs, 4TO B Cryy4ae retepo3vroTHbIX MUCCEHC-
MyTauun, NpUBOAALLMX K 3aMeHe aMUHOKUCIIOT B 3TUX MO-
31LmMAX, OPMUPOBaHNE CBA3EN Mexay nonunenTuaHbIMu
LensMn KepaTUMHOB HapyLLaeTcsl, CTaHOBUTCS OedeKTHOM
N MeHee CTabunbHON CTPYKTYpa AUMEPOB 1 06pasyoLnx-
csl UNaMeHTOB, N OHN CTAHOBSITCH CKIOHHBIMU K pacragy
[77, 87].

MpocTon BB cpefHei TAXeCTH BbI3bIBAETCSH MyTaLu-
SIMW, PaBHOMEPHO pacrpefeneHHbIMU BAOMbL Nnocnefosa-
TenbHocTen KepatuHos 5 n 14. MNpun 3TOM OTMeYeHa TeH-
OEeHUMS K UX pacrofioXEHNIO B CTEPXKHEBOM JOMEHe, XOTA
OHW BBISIBNSIOTCA U B HECMIUPANbHbLIX JIMHKEPHbIX CerMeH-
Tax L1, L12 n L2 [6, 28, 77].

Tem cambiM BapuaHTbl B BbICOKOKOHCEPBaTUBHbLIX
KOHLlaX CTepXHEeBbIX JOMEHOB a-cnupann — MmoTtusax HIP
n HTP, HeobxoanMbIx s COOPKU KepaTUHOBBIX hunameH-
TOB, YaCTO acCoLMUPYIOTCS C Hanbornee TAXenNbIMU criyyas-
MK 3a6oneBaHus (Tsxxenein npocton BEI) [8, 94]. OgHako
3Ta Koppensuusa crnpaBefsivBa He BO BCEX cryyasx, rno-
CKOJbKY HEKOTOpbIe OCTaTK1 MOryT 6bITb 6051ee Unn MeHee
BaXKHbIMW s 6enka, a npupofa 3aMeLLleHHbIX aMUHOKUC-
NOT, Takas Kak Ux CTPYKTypa v NoNspHOCTb, TakXe BNuseT
Ha cbeHoTun [6, 88, 94, 102].

Mpu novcke MyTaLun reHoB kepaTnHOB 5 1 14 y 605b-
HbIX npocTbiM BB cnepgyeT Takxe y4uTbiBaTh, YTO Hau-
6onee nerkne nposiBneHus 60nesHun, HabnopawoLmecs
npu nokanu3oeBaHHOM npoctom BBJ, yacto obycnosne-
Hbl MyTaumsamu reHoB KRT5 n KRT14, nokann3oBaHHbIMA
3a npefenamm cnvparsbHbIX y4aCcTKOB MONuNenTuaHOM Lenu
KepaTnHa, — B HecnuparnbHbIX CBA3bIBAIOLLUX CermMeHTax
cnupanbHoro gomena (L1, L12 n L2) n B rno6ynspHbIX ro-
JNIOBHOM M XBOCTOBOM fOomeHax [6, 91, 95]. OTmevaeTcs,
YTO 6OSLLLUMHCTBO MyTaLMIi, aCCOLMNPOBAHHLIX C JIErKUMMU
nposiBneHnsMmn npoctoro B63, pacnonaraetcs B cy6aome-
He H1 kepaTuHa 5 u cermeHTe L12 kepatuHoB 5 1 14 [77].
Tem He MeHee MyTauuu y NauUMEHTOB C JIOKaNM30BaHHbLIM
npocTbiM BED MoryT 6biTb 06Hapy>XeHbl B MOH60OM y4acT-
Ke nonvnenTuaHou uenu kepatnHos 5 u 14, B TOM yncne
B KOHCEPBaTUBHbLIX TOYKax crnvparsbHbiX goMeHos 1A 1 2B
[107-109]. Kpome Toro, Kk nerkvm nposisfieHnsM 3abone-
BaHWs1 MOXET TakXe NPUBOAUTL U3MEHEHNE aMUHOKUCIOT-
HOW nocnepoBaTenbHOCTY 6efka B pe3ynsrare MyTaLuuin co
COBUIMOM paMKW CHUTbIBaHUSA [77].

YnbeTpacTpyKTypHble aHoManuu uuTocKeneta kepa-
TMHOUMTOB NPU NOKann3oBaHHOM npocToM BB 3Haum-
TENbHO MeHee BbIpaXeHbl MO CPaBHEHUIO C TSXEeNbIM
N cpenHeTskensiM nNpocTbiM BBA [77]. MNockonbKy Takue
MyTauun He BAUSIOT Ha Npouecc YANNHEHUS KepaTUHOBbLIX
rnamMeHToB nMpun mUx cOOpKe, YNsTPacTPYKTypHoe uccne-
[oBaHve BbISBNAET BWOMMO HOpPMasbHble (UIaMeHThl,
HO OHWM CTPYKTYPHO OcrabrieHbl N CKINOHHbI K pasbeaunHe-
HUIO NPU HE3HAYNTENBHOM MEXaHWYECKOM BO3ENCTBUN.

MyTaumsamMm B reHax KepaTtMHOB OOYCIIOBIIEHO TakKXe
passuTHe ABYX pedkmx dopm npoctoro BBS — ¢ murpu-
pytoLLen KOnbLEeBUOHOW SpUTEMON N C NATHUCTOW NUIrMEH-
Taumen.

Y 60nbHbIX NPoCcTbiM BB ¢ nATHUCTOM MUrmMeHTaum-
en B nodasnsiolleM OGONbLUMHCTBE Cry4Yaes BbISBNANUCH
MyTaumm reHoB KRT5 n KRT14 n nuwb B OOHOM criy4ae
6bina obHapyxeHa myTtaums reHa EXPH5. Hanbonee va-
CTO Y 6011bHbIX NpocTbiM BB ¢ nATHMCTOM NurmeHTauunen
BbIIBNISIETCA MUCCeHC-MyTauus ¢.74C>T (p.Pro25Leu) B ak-
30He 1 reHa KRT5, KoTopas B psiie UICTOYHUKOB 0603Hava-
eTcs Kak ¢.71C>T (p.Pro24Leu) [53, 61, 65]. 3ameHa npo-
nVHa Ha neviumH p.Pro25Leu nponcxoauT B HecnupansHOM
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roflIoBHOM [OMeHe KepaTuHa 5 Tuna. AMUHOTEpMWHarb-
HbI FONOBHOW AOMEH KEPaTUHOB HE CHUTAETCH 3HAYUMbIM
ONna HavasnbHbIX CTagui COOPKM MPOMEXYTOYHbLIX duna-
MEHTOB, KOrfa NnpoucxoauT hopMuUpoBaHne retepoaume-
poB kepatuHoB 5 n 14 [110]. OgHako pgns nocnegyoLlen
COOPKM MPOMEXYTOUHBIX (PUNAMEHTOB M3 CPOPMMPOBAH-
HbIX reTepoAuMEpoB OH UMeeT BaxHoe 3HadeHue [111].
Kpome TOro, aMvHOTepMUHanbHbIA OOMEH KepatuHa 5
TakXe y4yacTByeT B CBA3bIBAHWUM AECMOMakuHa, 4to obe-
creyvBaeT CBA3b MeXAY MPOMEXYTOYHbIMU rnaMmeHTamm
n gecmocomamu [112]. Takxe UMeIOTCA AaHHble, YTO aHo-
ManbHble MPOMEXYTOYHbIE PUNAMEHTbI Y HOCUTENEN My-
Taumu p.Pro25Leu cnoco6CTBYIOT akTuBaumm NornoLLeHus
M HaKOMIEHUIO MEeNiaHOCOM B KepaTuHouuTax, yYTto ceBupe-
TENbCTBYET O BO3MOXHOM Y4acTuUM rOSIOBHOrO [oMeHa
KepaTuHa B rpouecce pacrnpefeneHns MenaHnuHa B Koxe,
W, COOTBETCTBEHHO, MOSABMEHUIO TMNEPNUIrMEHTUPOBAHHbIX
y4yacTkoB [59, 60]. Tem cambim myTaumsa p.Pro25Leu reHa
KRT5 npnBOAUT HE TOMbKO K HapYyLUEHWUIO CTPYKTYPbI U Lie-
JIOCTHOCTW NPOMEXYTOUHbIX (OUNAMEHTOB, HO M K HaKonse-
HUIO NUrMeHTa B Koxe [59-61].

Tem He meHee y 60nbHbIX NpocTbiM BE3 ¢ naTHUCTOM
nurMeHTaumnen obHapyXusanuck 1 gpyrune myTtaumm resHa
KRT5, 3aTparusaroLlne gpyrue y4actkm 6enka, 4YTto CBU-
JeTenbLCTBYEeT O BO3MOXXHOM BOBJIEHEHUN B npoLecc pac-
npefeneHns NnUrMeHTa apyrmx JOMeHoB KepaTtuHa 5. B He-
CKOMNbKUX CEMbSAX, B KOTOPbIX AMarHOCTUpPOBancs NpocTomn
BB3 ¢ nATHMCTOM NUrMeHTaumen, B 9k3oHe 9 reHa KRT5
6bina BbisiBNIeHa fgeneuus co CABUroM PaMKuM CHUTLIBAHWS
€.1649delG (p.Gly550AlafsX77) [56, 64, 113]. B peaynsrate
neneummn c.1649delG 1 coBura paMKy CHUTbIBAHWUS CTOM-
KOAOH hopMuMpyeTCs B NocnefoBaTenbHOCTU HYKNeoTuaoB
hanblue, YeM OH JOMmKeH pacnonaratbcs B Hopme. MosTo-
My criegcTeueM myTauum c.1649delG sBnseTcs n3ameHeHve
nocrnefosaTenbHOCTU NocnefHux 41 aMMHOKUCNOT 1 yau-
HeHWe XBOCTOBOro AomeHa 6enka Ha 35 aMUHOKMCIOTHBIX
ocTtaTkos [114]. Bbino nokasaHo, 4TO KepaTuMHOBbLIE huna-
MEHTbI, CObpaHHble in Vifro U3 O4YULLEHHOr0 MYTaHTHOrO
KepatunHa 5, cmHTeaupoBaHHOro reHom KRT5 ¢ myTtaumen
€.1649delG, n HopmanbHOro kepatvHa 14, yKOpOYEH®I,
YTO 3HAYUTENbHO OocnabnseT WX BA3KOYMpyrue ceBoWCTBa
npv BO3OenNCTBUM pacTsxeHus [115].

Y HebonbLLOro Yncna 60MbHbIX NpocTbiM BB3 ¢ naTHu-
CTOM NUrMeHTaumern obHapyxXeHsl MyTaummn B reHe KRT14.
A. Harel n coart. (2006) 06HapyXunm retepo3vroTHyto 3a-
mMeHy T>C B no3uuum 356 (p.Met119Thr) rena KRT14 [58].
MucceHc-myTauma p.Met119Thr npegcraenset cobon 3a-
MeHY BbICOKOKOHCEPBAaTMBHOro octaTka MeTMOHMHA B CMu-
pansHoM cermeHTe 1A CTepXHeBOro JomeHa kepatuHa 14
Ha TPEOoHWH B no3uumm 119 aMMHOKUCNOTHOM nocrneposa-
TenbHOCTU 6ernkKa [58].

M. Arin n coasT. (2010) BbisBUAM Yy naumeHTa
¢ npoctbiM BB ¢ NATHUCTOM NUrMeHTaumen gynnmkaumio
c.1117_1158dup42 (p.lle373_Glu386dup) B cnupanbHOM
cermMeHTe 2B cTepXHeBOro fAomMeHa kepatvHa 14 [94].
MpegnonoxuTeneHo gynnukaums p.lle373Glu386dup npu-
BOAMT K YANMUMHEHUIO 6enka Ha 14 aMUHOKUCIOT, YTO MOXeT
NPensaTcTBOBaTbL HOPMasbHOW yKnagke 6ernka us-3a aHo-
ManbHOro yaJIMHEHHOrO XBOCTOBOIO AoMeHa [94].

KnuHnyeckne nposisneHns npoctoro BES ¢ natHucTon
nurMeHTaumen MoryT 6bITb O6YCNOBMEHbl He TONMbKO MYy-
TaumsMn reHoB KepatuHoB 5 u 14. OnucaHa naumeHTka,
KIMHWYEeCcKne MnposiBeHns 3abonesaHus KOTOPOM COOT-
BeTCTBOBanM npoctomy BB ¢ nATHMCTON nurmMeHTaumen,
OfHaKo, HeCMOTPsA Ha NpoBefeHHble MCCrefoBaHusa, na-
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ToreHHble myTaumm reHoB KRT5 nu KRT14 y Hee He 6binn
BbISIBMEHbI, XOTS 3/IEKTPOHHO-MUKPOCKONUYECKoe uccneno-
BaHWe NPOAEMOHCTPUPOBANO HapyLLEHUS LIUTOCKeNeTa Ke-
paTtuHoBbIX mnameHToB [116]. B pesynstate monekynsp-
HO-FeHEeTUYECKOro UccnefoBaHus y 9Ton naumMeHTKn 6bina
oBHapy>XeHa roMo3urotTHast HoHceHc-MyTaums €.3917C>G
(p-Ser1306*) B 3k30He 6 reHa EXPHS5. MNockonbKy nmetoTcs
JaHHble 06 y4acTUN KepaTUHOBbLIX NPOMEXYTO4YHbIX una-
MEHTOB B TpaHcrnopTe MenaHocoMm [90], npegnonaraetcs,
4YTO HapyLleHwe pacnpefeneHvs nNUrMeHTa y 9ToW naum-
E€HTKM ¢ MyTaumen reHa EXPH5 06ycnoBneHo BbISIBIIEHHbIM
Y Hee noBpexaeHneM KepaTUHOBbLIX onnameHTos [116].
Mpocton BB ¢ murpupytowen aputemon accoumm-
pyeTcs ¢ reTepo3vroTHbIMU Aeneunsamm co CABUMOM pam-
KN CuYMTbIBAHUS B XBOCTOBOM JoMeHe KepaTtuHa 5 [70].
O6bl4HO 3TM  MyTauuMum NOKanu3ylTCcs B 3K30He 9
reHa KRT5, roe obHapyxusanucb peneuun c.1637deld
(L546SfsX82), €.1638_1641delCATG, €.1649delG,
¢.1650delC (p.Gly550Terfs) [68, 114, 117, 118]. Y ogHoro na-
umeHTa BbiBneHa Mytaumsa ¢.1321_1332del12 B 3k30He 7
reHa KRT5, koTopasa npueena K geneunn 4YeTbipex amu-
HOKMCMOTHbIX ocTaTkoB (p.Lys441_GIn444del) ns xsocto-
BOro fomMeHa kepartuHa 5 [70]. COBur pamMkm cHuTbIBaHUSA
npu 3TUX geneumax NPOUCXOAUT TakumMm ob6pas3oM, 4YTO Me-
CTOpPACMNONIOXEeHNe CTOM-KOAOHA CABUraeTcsl Mo HyKneo-
TUOHOW Lenu ganblue, YeM OOMKeH HaxoanTbCsa HopMarb-
HbIA CTON-KOAOH. B pesynsraTte nponcxoauMt aHoManbHoe
yOnHEeHWe nonunenTuaHom uenu kepatmHa 5 [70].
XapakTepHo W Hambonee 4acto BCTpeyvaroLencs
npu aTo dopme 60ne3HN HaseaHa geneuus c.1649delG
reHa KRT5 [68]. Tem He MeHee 3Ta Xe MyTauums BbIABMANaCh
npu npoctom BB3 ¢ nTHUCTOM NurmMeHTaumen [56, 64, 113].

[TnexTnH

lMnekTvH npegcTaBnsaeT CO60M KPYMHbIA MHOMOQYHK-
LMOHaNbHbIA COEANHUTENbHbIN 6€M0K (UMTONWHKEP) Mac-
conn npumepHo 500 kda mn3 cemenctea nnakuHos [119].
leH yenoBeyeckoro nnekTuHa (PLEC) — 3TO KPYMHbIA reH,
KOTOPbI COCTOUT N3 32 9K30HOB, BKIHOHAOLLMX NPUGIN3N-
TensHo 32 Thic. Nap Hykneotngos AHK.

B uUeHTpe Monekynbl MnekTuHa pacrnonaraeTcs LieH-
TpanbHbI CTEPXHEBOW [OMEH, KOTOpbIA KoAMpyeTcs
3K30HamMn 27-31, a Mo ee KpasM HaxofAaTcs aMuHo-
N KapboKCUTEPMUHAIBLHLIA TNOGYNAPHbLIE OOMEHbI, KOTO-
pble KOAMpYOTCA 3K30oHaMu 2—26 U 32 COOTBETCTBEHHO.
AMVHOTEPMUHANBLHBIA FNOBGYNAPHLIA OOMEH MNieKTUHa Co-
OEPXUT y4acTKWN CBA3bIBAHUS KepaTuHa NPOMEXYTO4HbIX
hnamMeHTOoB, a TakXe BKIO4YaeT B Ce65 aKTUH-CBA3bIBA-
IOLLMIA [OMEH U MNakUHOBLIM JOMEH C calTamMu CBs3biBa-
HUA ans abB4-uHterpmHa u konnareHa XVII tmna/BP180
[33, 75, 120, 121]. Kap6oKcuTepMUHabHBIN rMO6YNAPHLINA
OOMEH COAEPXUT LLECTb MNakMHOBLIX JOMEHOB C canTamu
CBA3bIBAHUA AN KepaTuHa MPOMEXYTOYHbIX (PUNamMeHToB,
BMHKYNWHA 1 UHTerpuHos [122—124].

OnucaHo 12 mnzodopm 6enka nnektuHa, obpasyo-
LMXCA B pesynbTaTe ansTepHaTUMBHOrO cnnancuHra, 3a-
TparnsaroLlero rnasHbIM 06pa3oM aMmUHOTEPMUHATIBHBLIN
nomeH [125]. N3odopmbl reHa PLEC akcnpeccupyloTcs
NPenMyLLEeCTBEHHO B aNnTenManbHOW, MbILLIEYHOW N HEPB-
Hol TKaHax [6, 31]. Okcnpeccua pasnu4HbIX M30GOPM
NNeKTUHa BbISIBIEHA B pa3HbIX KMeTKax, BKIoYasa Kepa-
TUHOUMUTLI, hnbpobnacTel, MMOGNACTbLI U LUBAHHOBCKUE
KNeTKW, rae OHW BLIMOSHAIT pasfnunyHbie yHKumm [125].
B anupepmuce 3KcrnpeccupyroTca TOMbKO YeTbipe U30-
dopmbl nnektuHa — P1, P1a, P1c n P1f [125]. B anutenuu
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NNEKTUH ABMAETCSH KOMMOHEHTOM MONyAecMOCOM, AeCMO-
COM 1 pOKanbHbIX KOHTAKTOB [71].

OcCHOBHble  B3aMMOENCTBUS  MNEKTMHA  MPOUCXO-
OAT C KepaTUHOBbLIMU MPOMEXYTOYHbIMU PUnamMeHTamu.
OH cBA3biBaeTcA ¢ KepatuHamun 5 n 14, coeguHssa npo-
MEXYTOYHbIe (PUNaMeHTbl C aAre3noHHbIMU CTPYKTypamu
MeM6bpaHbl KepaTUHOLMTOB — (POKasSIbHbIMW KOHTaKTamu,
JecMocoMaMu 1 nonygecMocomMamu, YTo Croco6eTByeT
ctabunmnsaumn umtockeneta [71, 125]. Kpome Toro, nnek-
TWH cBA3blBaeTca ¢ a6 U B4 cybbeouHULAMU UHTErpuHa
n BPAG2 [75, 126, 127]. CBA3biBascb B MONyAecMOCo-
Max, C OOHOW CTOPOHbI, C KEPATUHOBLIMWU PuUnameHTamu,
a c Apyron — ¢ TpaHcMeM6paHHbIMU 6enkamMm KonnareHom
XVII Tvna v a6B4-UHTerpuHOM, NNekTUH BbINOMHAET PYHK-
LMo CBASYIOLLEro 3BeHa MeXay LIMTOCKeNeToM U3 Kepatu-
HOBbIX MPOMEXYTOYHbIX PUIamMeHToB, NonygecMocomMamu
M HUXenexalluen 30Hon 6a3anbHon Memo6paHbl U obecne-
4YMBAET YCTONYMBOCTb KOXU K MEXaHUYECKUM BO3[ENCTBU-
AIM, rMaBHbIM 06pa3oM 6rarofgaps CoOeAUHEHNIO MPOMEXY-
TOYHbIX (bUaMeHTOB € nonygecMmocomamu [128].

MaToreHHble BapuaHTbl reHa PLEC accoumvpyroTcs
C pasBuTMEM pasnmyHbix hopm npoctoro BE3. V 60nbHbIX
¢ MyTaumsamu reHa PLEC MoryT BO3HWKHYTb: npocToin BB
cpefHen TAXeCTW, KOTOpbIN HacnenyeTcs ayTOCOMHO-A0-
MWHaHTHLIM TUMNOM HacnefoBaHus; npocton BB cpenHen
TSXKECTU C ayTOCOMHO-PELeCCMBHLIM TUMOM HacnepoBsa-
HUs; NpocTor BB3 cpepHen TAXeCTH C MbILLEYHOM OUCTPO-
men; Taxensin npoctorn BBO ¢ aTpesnen npmBpaTHuKa;
nocrnefgHue Asa HacnegyloTcs ayTOCOMHO-peLeccunsHo [1].
B HacTosILLee Bpems He yCTaHOBNEHa cTporas Koppensaums
MeXAy reHOTUMOM U KIMUHUYECKUMU NPOSIBNEHNAMU 601e3-
HW B OTHOLLIEHUW MOJIOXXEHNS BapnaHToB B reHe PLEC, Tem
He MeHee o6Hapy>XXeH pag TeHaeHumn [129].

EQMHCTBEHHbIM MNATOreHHbIM BapuaHTOM B reHe
PLEC ¢ DOMWHaHTHbIM HacnefoBaHWEM, accoLMMpOoBaH-
HbIM ¢ NpocTbiM BB cpepgHen TsaxecTn (paHee NpocTomn
BB3 OrHa), cuutaetcs MucceHc-myTaumsa c.5998C>T
(p-Arg.2000Trp) [71, 130]. MyTaumsa p.Arg2000Trp noka-
nn3oBaHa B CTEPXHEBOM [OMEHe MNMeKTUHa, U B dKcne-
puMeHTax 6bIfI0 MoKas3aHo, YTO OHa HapyLlaeT ero crnu-
panbHyt0 CTPYKTYypy, Aenas wusodopmy nnektuHa 1a
BOCMPUUMYMBOM K NpoTeonuTuyeckon gerpagaumm [131].
lMockonbKy CTepXHEeBOW AOMEH y4acTByeT B AnMepusa-
UMW NAEeKTUHA, MyTauus MOXET TakXe Bbi3blBaTb KOH-
dopMaLMOHHbIE M3MEHEHUSA AuMepa, TeM caMbiM rnpe-
nATCTBYA B3ammopencTeusam 6enka [130].

Mpocton BBO ¢ MblweyHON aMcTpodmen n NpocTown
BEO ¢ aTtpeauer npuBpaTHMKa B GOMbLUMHCTBE Clly4aes
CBfi3aHbl C MyTaUMAMN, MPUBOAALLIMMU K 06pa30BaHNIo rMpe-
XOEeBPEeMEHHbIX CTOM-KOAOHOB, — 3aMeHaMu HyKneoTuaos
(HOHCeHc-MyTauun), BCTaBkamun Unu geneumsiMm, Kotopble
M3MEHSIOT PaMKy CHUTbIBAHWUS, YTO NPUBOAMUT K CHUXXEHUIO
3KCMPEeccun Unu MosIHOMY OTCYTCTBUIO SKCMPEcCcun niek-
TuHa [71]. lMNMpepgnonaraeTcs, YTO pPas3nNUUUs KIUHUYECKUX
NposiBfeHnn 3Tux AByX opm 60Me3HN, ogHa U3 KOTOPbIX
COMpoBOXAAaeTCa aTpe3nen NpuspaTHUKa, a gpyras — Mbl-
LLIeYHOM AMCTpoMen, MOryT ObiTb O6BACHEHLI BIIUSHUEM
MyTaunin Ha pasnuyHble N30hopMbl MnekTuHa [33, 71].

MpocTon BBE3 ¢ MblweyHON agncTpodmneit 06b14HO ac-
counmnpyeTcs ¢ MyTauusammn Ha oboux annensx reHa PLEC.
J. Kyrova u coaBrT. (2016) ykasbiBatoT, 4TO Npu o6cregoBa-
HUK 43 NaLMeHToB ¢ NpocTbiM BB3 ¢ MblleYHON ANCTpo-
dven mytauumn Ha oboux annensax reHa PLEC BbisiBNEHbI
y 41 (95,3%) naumeHTa u ToNbko y 2 (4,7%) naumeHToB
MyTaHTHbIM 6bIn oguH annenb [48]. Cpeay nauMeHToB
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¢ 6uannenbHbIM1 MyTaumsamn reHa PLEC y 48,8% myTa-
LUK 661NN FOMO3UIOTHLIMWY, ¥ 51,2% — KOoMnayHA-retepo-
3UroTHbIMU [48].

C nomouwpslo MmonekynspHoro aHanu3a OHK y naum-
€eHTOB C npocTbiM BB ¢ mbiweyvHon guctpoduent 6bino
06HapyXeHO 54 pasnuyHbIX MyTauuMm B BOCbMMU 3K30-
Hax (9, 14, 19, 21, 22, 24, 31, 32) n B Tpex MHTpoHax (i1,
i25, i30) [48]. B 60MbLIMHCTBE Cny4Yaes ogHa U3 MyTauum
pacnonoxeHa B 9k30He 31, KOTOpbIN KOAMpyeT cyb6aome-
Hbl 2—6 OBOWHOrO CMMpanbHOro CTepXHEeBOro AoMeHa
nnektuHa [33)]. Mo gaHHbIM J. Kyrova mn coasTt. (2016),
npu npoctom BB3 ¢ MbilweyHon gnuctpodment B ak3oHe 31
6b1510 BbISIBNIEHO 69% BCex MyTauum n 14% mytauyuim obHa-
py>XeHo B 9k30He 32 [48]. Halle Bceroy 605bHbIX MPOCTbIM
BBEO c MbiweyHon gncTpodment o6HapyxumBanacb HOH-
ceHc-myTaumsa ¢.6955C>T (p.Arg2319*) B ak3oHe 31 [48].
Ee BbIABNAMM Kak B rOMO3UIOTHOM COCTOSAAHUM [132], Tak
N B KOMBUHALUMWN C APYrol HOHCEHC-MyTaLmen, MyTaunemn
cavita cnnancuHra, gynnukaumen, Hanpumep, ¢.4924C>T
(p-GIn1642*) — B ak30He 31, ¢.33414+1G>T — B UHTPOHE 25,
¢.12043dup (p.Glu4015Glyfs*69) — B 3k30HE 32 COOTBET-
CTBEHHO [33, 133].

Y naumeHToB ¢ NpocTbiM BBE3 ¢ MbiweyHon guctpodu-
el NofIHopa3MepHbI MNEKTUH He cuHTeanpyeTcsa. O6bI4HO
Yy HUX 3KcnpeccupyeTcs nsodopma ninekTuHa, y KoTopon
OTCYTCTBYET CTEep>XHeBoWn gomeH [121, 134]. C Hann4uem
B anuTenuarsnbHbIX KreTkax 6eccTtep)XHeBon hopMbl Miek-
TUHA, KOTOpas MOXET COXpaHATbL B3auMOAENCTBUE C UHTe-
rpuHOM a6(34, CBA3LIBAIOT OTCYTCTBME aTpe3nmn NpuBpaTHU-
Ka 1 BPOXAEHHOWN annasvm KOXW y naumeHToB C MPoCTbIM
BEO ¢ MbiweyHon guctpodmen [33].

Mpepnonaraetcs, 4Yto TMN MyTaumm reHa PLEC (my-
Tauun, BbI3biBalOLLME 06pasoBaHMe MNpexneBpeMeHHOro
CTOMN-KOAOHA, UM BCTaBKW/geneunm ¢ CoXpaHeHMeM paMKm
CUUTBIBAHUS) BIMSET HA CPOKM BO3HUKHOBEHWUS MbILLEYHOMN
avctpodpum [33]. Tak, nosgHee pa3BuTUE MbliLLEYHOM AnC-
Tpoduun B Bo3pacTe 20 NneT 6bI10 OTMEYEHO Yy NaumeHTa
C KOMNayHA-reTepo3nroTHon Mmytaumein reHa PLEC, B KOTo-
poM ofHa 13 MyTauui 6bina MucceHc-myTaumen ¢.968G>A
(p-Arg323Gin) B 3k30He 9, a BTOpas — HOHCEHC-MyTaumewn
c.4840G>T (p.Glu1614*) B ak30He 31, NpuBefLLel K obpa-
30BaH1IO NPEXAEBPEMEHHOIO CTOM-KOLOHA B CTEPXXHEBOM
aomeHe [135].

Pa3Butne taxenoro npoctoro BB ¢ atpesuen npu-
BpaTHMKa CBA3bIBAIOT C HOHCEHC-MyTauusMu, MyTaumsamm
cauTa crnnamcuHra, BCtTaBkamu unu geneumsaMm, npusoas-
LMK K 06pa3oBaHUIoO NPEXAeBPEMEHHOr0 CTOM-KOAoHa
N BAVAIOWMMK Ha JuCTanbHble y4acTKu nnektuHa [33,
136]. MyTauum y 6onbHbIx NpocTbiM BB ¢ atpeaven npu-
BpaTHMKa foKann3oBaHbl B y4acTKax reHa, HaxogsaLmxcs
3a npegenamu 3k3oHa 31 reHa PLEC, — B 3k3oHax 1-30
n 32 [32, 33]. Tak, Hanpumep, onucaHbl 6OMbHbIE TSAXe-
nbiM npocTeiM BB3 ¢ atpesuneli npmepatHunka, BbI3BaHHbIM
KomMbuMHauUMsaSMuM MyTaumm cainTa crnancurra ¢.3342-2A>G
B 9K30He 26 W pgeneumy CO CAOBWUIOM PaMKU CUUTbIBA-
HUA U ob6pasoBaHWEM MPEXOEBPEMEHHOrO CTOM-KOAOHA
€.3902_3903del B 3k30He 28, neneuner co COBUrOM pamMKu
cumTbiBaHus €.4119_4120del B 3k30He 30 1 HOHCEHC-MyTa-
umm ¢.12499C>T (p.R4167*) B ak30He 32 [33].

TsxecTb nposiBneHun npoctoro BBO ¢ arpesuen
npuBpaTHWKa O6YCMOBMeHa 3HAYUTENbHBIM CHUXEHWEM
WNN MOMHLIM OTCYTCTBMEM MPOAYKLUMM NIEKTUHA, B CBA3U
C YeM yTpa4MBaloTCA CalTbl CBA3bIBAHUSA MNEKTUHA C Ke-
patuHamy 5 1 14 NPOMeXyTO4HbIX hrnaMeHToB Ha Kap6o-
KCUTEepMUHANbHOM Kpalo 6enka 1 canTbl CBA3bIBaHUSA C 4-
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cy6beauHULEN MHTErpMHa Ha aMMHOTEPMUHASIBHOM Kpato
6enka [137]. x oTcyTcTBUE AenaeT HEBO3MOXHbIM CBA3bI-
BaHWe MPOMEXYTO4YHbIX (DUNaMEHTOB N abP4-nHTerpmHa
C NNEKTUHOM.

OnucaH Takxe naumeHT ¢ npocTeiM BBO, y KoToporo
pasBUNUCL Kak aTpe3uns nNpuBpaTHUKA, Tak U MblLeYHas
anctpodms. Y aToro naumeHTa 6bia BbisiBfieHa KoMnayHa-
reTepo3uroTHas MyTtaums, NpeacTtaBnsiBLLas COO0M KOM-
6vHaUMI0 yHacnegoBaHHOW OT MaTepu HOHCEHC-MyTaumm
€.10984C>T (p.Glu3662*) n Bo3HMKLLEN de novo Jeneumn
¢.11453_11462del B 3k30He 32 reHa PLEC. lNpegnonaraeT-
cs, 4YTo Beneacteue geneuun c¢.11453_11462del npoucxo-
OUT COBUI paMKWM CHUTbIBAHWUSA, YTO BedeT K 06pa3oBaHuio
npexxgeBpeMeHHOro CTOM-KoAoHa U CUHTe3Yy CoCcTosLen
13 88 aMMHOKUCOTHbLIX OCTAaTKOB aHOMaribHOW nocneno-
BatenbHocTn [137].

benok BP230

Benok BP230 (aHTureH 6ynne3Horo nemdwmronga 1,
BPAG1, ouctoHuH) kogmpyetcs reHom DST [138]. F'en DST
COMEPXUT Mo MeHbLuen Mepe 112 3k30HOB. AnbTepHaTuB-
HbIA cnnarncuHr B reHe DST npuBogut K 06pa3oBaHuio
pasnuyHbIX n3o0opM 6erKa, BKoyas HepoHarbHylo N3o-
topmy BPAG1a (600 k[a), mbieyHyto BPAG1b (800 k[a)
n snugepmaneHyto BPAG1e (300 k[a), oTnuyaromxcs
apyr ot gpyra csoen dyHkumel [138-140]. Snugepmarns-
Has mnsogopma 6enka BP230 — BPAG1e — akcnpeccu-
pyeTcs B OCHOBHOM B 3anvfepmuce, a Takxe B porosuue
1 Mo4eBoM ny3bipe [139].

CtpykTtypa BPAG1e/BP230 xapaktepu3yeTcs MyJb-
TUOOMEHHOW opraHu3aumen, xapakTepHon Ans 6enkoB
cemenctea nnakumHoB [141]. Monekyna BPAG1e/BP230
VMEET YHMKanbHbI N-KOHel, K KOTOPOMY MpuUMbIKaeT
OfIMH CMEKTPUHOBLIN NOBTOP, a Mocne Hero pacnonaraeT-
€S N1aKNHOBBIN JOMEH, COCTOSALLMIA U3 HECKOSIbKMX NOCIe-
JoBaTeNlbHO PacnofIOXEHHbIX CNEKTPUHOBbLIX MOBTOPOB
CO BCTPOEHHbIM aTUMU4YHbIM JOMEHOM Src-romonioruu 3
(SH3) [142—144]. LleHTpanbHyto Y4acTb MOMNEKYNbl COCTaB-
nseT ABOMHOW crnvpasnbHblA CTEPXHEBOW OOMEH, OTBeT-
CTBEHHbIA 3a romogmmepusaumio 6enka. C KapboKCcunb-
HOW CTOPOHbI K CTEPXXHEBOMY OOMEHY NPUMbIKAET Y4aCTOK
HeonpeaeneHHOW CTPYKTYpbl, 3a KOTOPLIM cnefyloT ABa
COEAMHEHHbIX IMHKEPHOMN 061aCTbio JOMEHa NNakMHOBbIX
NOBTOPOB, NPEACTaBNAIOLMX COO0N JOMEHbI, CBA3bIBAIO-
Line KepaTtuHoBble OUNaMeHTbl, 1 O4E€Hb KOPOTKOE Kap-
60Kcn-TepMmHansHoe paclumperue [139, 145].

F1BNSSiCb KOMMOHEHTOM nonygecMocoMm, 6enok BP230
(BPAG1e) B3aumopenicTByeT C APYrMMU KOMMOHEHTamu
3TOro KoMmnnekca agresuu [73]. Ha amnHoTepMUHanNLHOM
KOHLe 6enka BP230 (BPAG1e) nmeeTtcs y4acToK CBA3bIBa-
HUS ¢ B4-cybbeanHuuen abp4-uHTerpmHa, a nnakuHoOBbIN
OOMEH CBsi3blBaeTCs C uuTOMnIasMaTn4eckum [OMEHOM
konnareHa XVII Tmna/BP180 [146-149]. Kap6okcuTtepmu-
HanbHble gomeHbl 6enka BP230 (BPAG1e) cesasbiBatoTcs
C kepaTnHamm 5 1 14 NPOMEXYTO4HbLIX PUITAMEHTOB U, fieit-
CTBYSi BMECTE C MSIEKTMHOM, COEAMHSAIOT NMPOMEXYTOYHbIE
dunameHTsl ¢ nonygecmocomamm [139, 145].

C myTaumsamm reHa DST cBA3aHO passButue okKanunao-
BaHHOIO Min cpegHeTsxenoro npoctoro BB3 ¢ gedmuyntom
BP230 [19]. OnucaHHble paHee naumneHTsl ¢ NpocTeiM BB
C HepgocTaTo4HOCThio BP230 6binn pa3Horo 3THUYECKOro
NPOUCXOXAEHUS, HO MPENMYLLIECTBEHHO XUTENAMU CTPaH
BnuxHero Boctoka — Wapauns, Kyeerita, Npaka, WpaHa,
Cuipun, Typuumn, XoTs 3a6oneBaHue 6bI510 TaKXe BbISBIEHO
Y U3paunbTAaH UHOMACKOTO NPOUCXOXAEHNS U Y NALMEHTKN
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eBponerckoro npoucxoxaeHus [19]. MyTauuum y naumes-
TOB ¢ npocTeiM BB3 ¢ gedpmuutom BP230 pacnonaratorcs
Ha ob6oux annensx reHa DST v BbISBAAIOTCA B FOMO3UroT-
HOM WM KOMMayHA-reTepo3nroTHOM cocTosiHum [19].

Yalle Bcero 310 6bIIM FOMO3UrOTHbIE HOHCEHC-MY-
Tauun ¢.3370C>T (p.GIn1124*), ¢.3478C>T (p.GIn1124%),
c.3805C>T (p.GIn1269*), ¢.3853A>T  (p.Arg1249%),
c.6559C>T (p.GIn2187*) (tabn. 2) [19, 23, 24, 35, 140,
150, 151]. B eguHW4HbIX crny4vasx BbIBASAANCL FOMO3WU-
roTHble peneumss ¢ COXPaHeHWEeM paMKW CHUTbIBAHUSA
€.2618_2620delAAG (p.Glu873del) [24] u BCcTaBKa c Hapy-
LeHeM paMKu cHuTbIBaHuA c.7097dupA[19].Mpuatompase
roMO3UroTHele MyTtauuun reHa DST c¢.2618_2620delAAG
(p.Glu873del) n ¢.3805C>T (p.GIn1269*) 6bIAM Halhge-
Hbl Y OOHOro nauuweHTa [24]. KomnayHO-reTepo3uroTHble
MyTaumm obHapyxmBanucb pegko. OTmeveHbl KOM6GMHa-
UUN HOHCEHC-MyTauum u MmcceHc-myTauum c.3886A>G
(p.R1296*) / ¢.806C>T (p.H269R), BCcTaBkm un pene-
UMM C HapyLleHWeM paMKu cuuTbiBaHua c.7097dupA
(p-Tyr2366%) / ¢.7429delC (p.Leu2477Serfs*13) [19, 152].

Yalle Bcero aTm MyTauuu pacnonaraiucb B 3K30-
He 23, KOAnpyoLEeM CTEPXHEBOM OOMeH 6enka, — HOH-
ceHc-myTaumm  ¢.3478C>T  (p.GIn1124*), ¢.3853A>T
(p-Arg1249*), ¢.3805C>T (p.GIn1269*) [23, 140, 152]. Op-
HaKoO BbIIBASNNCE TaKXe MyTaLun, BAUSoLMe Ha gpyrue
nomenbl. Oeneuunsa c.2618_2620delAAG (p.Glu873del)
N3MeHSET NNaknHoBbI gomMmeH 6enka BPAG1e [24]. HoH-
ceHc-MmyTaums ¢.6559C>T (p.GIn2187*) 3aTparmBaet go-
MEH, CBA3bIBAIOLLNN KepaTUHOBbIE hUamMeHThbl, y nauu-
€HTa C rOMO3UroTHOM MyTaumei c.6559C>T (p.GIn2187%)
OTMeYasnoch reHepannM3oBaHHOE NopaXeHue KOXHu ¢ npe-
UMYLLIECTBEHHOW nokanusauuen BbiCbiMaHUM Ha cTonax,
rofieHsx u Tynoswue [35].

Sk3opunnn-5

Ok30mnuH-5 (3cbdpekTop Rab27B 'Md-a3bl, cuHan-
TOTAarMMHOMOAOOHbLIM 6€eNoK, NULLEHHbIA C2-O00MeEHOB b,
synaptotagmin-like protein lacking c2 domains b (Slac2-b))
kogupyetcsa reHom EXPH5. Ok3odunuH-5 He aBnsetcs
CTPYKTYPHbIM O€EfIKOM KNeTOK M KOMMOHEHTOM MNpome-
XYTO4YHbIX (PUNaMEeHTOB, [ECMOCOM WU MOSYyAECMOCOM.
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®dusnonornyeckas ponb 3K3ounuMHa-5 B anuvgepmMuce
M MexaHn3Mm, NocpeacTBOM KOTOPOro HapyLlueHne cuHTesa
3Kk30hmnuHa-5 cnocobereyeT passuTnio BB, HescHbl [36].
Mpennonaraetcs, 4TO 3k30hUNUH-5 y4acTBYET B TpaHCMop-
TUPOBKE BE3UKYI N0 MUKPOTPYOGOUKaM U CEKPELIMU IK3OCOM
[6, 37, 153, 154]. lNpegnonaraloT Takxe, YTO IKI0PUNUH-5
MOXET O6bITb HEOOXOOUM KepaTvHouuTaMm O HopMalib-
HOrO BHYTPUKIIETOYHOrO TpaHCMopTa Be3uKys, coaepxa-
LUX NamennspHble Tenbua, KOTopble BbIAENAT nunuabl
BO BHEKJIETOYHbIE MPOCTPAHCTBA BO BPEMSI HOPMAasIbHOW
andpdepeHumposkmu anuagepmuca [155]. MNonydeHsl AaHHbIe
06 y4acTnm 3k30hmnmHa-5 B ynakoBke 1 BHYTPUKIIETOYHOM
TpaHcnopTe MeNaHnHa, U MOTOMY HapyLLEHME ero PyHKUMn
MOXET ObITb CBA3AHO C Pas3BUTUEM MATHUCTOW MUrMeHTa-
LN Y HEKOTOPbIX NaLMEHTOB C NPocTbiM BB3, BbI3BaHHbIM
MyTaumsamm reHa EXPH5 [116].

Bce u3BecTHble MmyTauuu B reHe EXPHS5, accouun-
poBaHHble ¢ passuTMem npoctoro BB, pacnonaratorcs
B 9k30He 6 [37, 156—159]. Tunbl naToreHHbIX MyTaunii reHa
EXPHS5 moryT 6bITb pa3HbiMu (Tabn. 3). O6bI14HO Y naumneH-
TOB BbISIBISISINCb TOMO3UIOTHbIE UM KOMMAyHAO-reTepo3u-
rOTHbIE HOHCEHC-MYTaLuMKn U fieNeLmm, XoTs Yy OOHOr0 U3 HUX
6blna obHapy>xxeHa KOMOWHauMs OynnvkaumMmM U HOHCEHC-
MyTaummn [36, 37, 116, 156—159]. Bce oHn npusoaunnu K 06-
pasoBaHMIO NPEeXAEeBPEMEHHOIO CTOM-KOAOHA Ha KaXaom
annene reHa EXPH5 n cuHTe3y yceyeHHoro 6enka [155].

OpHako HeM3BECTHO, KakMM 06pa3oM MyTaumu, npu-
BoAdLMe K noTepe (PyHKUMM 3k30hunuHa-5, okasbiBaroT
CBOW naToreHHbIn agpdekT. MNpepgnonaraeTcs, YTO 3TN My-
Tauum NpMBOAAT K HAPYLLEHMIO B3aUMOAENCTBUSA NMPOMEXY-
TOYHbIX PMNAMEHTOB C MUKPOTPYHOYKaMKU, HEOBXOAMMOro
Ong nogaepXXaHus LenocTHocTu uutockeneta [37, 158].

benok KLHL24

Benok KLHL24 (kelch-nogo6Hein 6enok 24, cullin3
(CUL3)-RING nurasa E3) maccom 68 k[da oTHOocuTCA
K ceMmencTBy kelch-nofo6HbIX 6€NKOB U KOAMPYETCS FEHOM
KLHL24[41]. OH akcnpeccupyeTcs B pa3Hbix opraHax, B TOM
yuncne B koxe 1 cepaue [41, 160]. B otnnume oT 60MbLINH-
cTBa 6eKoB, acCoLMUPOBaHHbIX ¢ NpocTbivM BB, KLHL24
He ABnSeTcs CTPYKTypHbIM 6enkom. OH nNpepcTaBnseT co-

Tabniua 2. MyTauum reda DST y 607bHbIX NPOCTbIM BPOXAEHHBIM OYN1NIE3HBIM 3MAEPMONN30M

Table 2. Mutation of the DST gene in patient with epidermilysis bullosa simplex

MyTauus Jlokanu3auus Ccbinka
€.2618_2620delAAG (p.Glu873del) / ¢.2618_2620delAAG
(p.Glu873del); 9K30H 17 (NNaKMHOBbI JOMEH) / 9K30H 23 (CTEPXKHEBOI AOMEH) [24]
€.3805C>T (p.GIn1269*) / ¢.3805C>T (p.GIn1269*)
€.3370C>T (p.GIn1124%) / ¢.3370C>T (p.GIn1124*) 9K30H 23 / 3K30H 23 [19, 50, 151]
€.3478C>T (p.GIn1124*) / ¢.3478C>T (p.GIn1124*) 9K30H 23 (CTEP)KHEBOI OMEH) / 3K30H 23 (CTEPXXHEBOW JOMEH) [140]
€.3853A>T (p.Arg1249*) / ¢.3853A>T (p.Arg1249%) 9K30H 23 / 3K30H 23 [23]
¢.7097dupA (p.Tyr2366*) / ¢.7429delC (p.Leu2477Serfs*13) HeT faHHbIX [19]
€.7097dupA (p.Tyr2366) / ¢.7097dupA (p.Tyr2366*) HeT fanHbIX [19]
9K30H 24 (AOMEH, CBA3bIBAOLLMIA MPOMEXYTOYHbIE
€.6559C>T (p.GIn2187*) / ¢.6559C>T (p.GIn2187*) unameHTbl) / 3K30H 24 (LOMEH, CBA3BIBAIOLLNIA MPOMEXYTOYHbIE [35]
dunameHTbl)
¢.3886A>G (p.R1296%) / ¢.806C>T (p.H269R) 9K30H 29/ 3K30H 7 [152]
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Tabnnua 3. MyTauum reda EXPHS y 605bHbIX POCTHIM BPOXAEHHbIM OYTNIE3HbIM NUAEPMONN30M
Table 3. Mutations of the EXPH5 gene in patients with epidermolysis bullosa simplex

MyTtauus IK30H Ccbinka
¢.5786delC (p.Pro1929Leufs*8) / ¢.5786delC (p.Pro1929Leufs*8) 9K30H 6 [37]
€.1395delC (p.Phe466Leufs*44) / c.2897delC (p.Pro966Leufs*11) 9K30H 6 [157]
€.1947dupC (p.Pro649Profs*11) / ¢.2249C>A (p.Ser750*) IK30H 6 [156]
€.3650T>A (p.Leu1217*) / ¢.3650T>A (p.Leu1217*) 9K30H 6 [158]
€.3917C>G (p.Ser1306*) / ¢.3917C>G (p.Ser1306*) 9K30H 6 [116]
¢.5422C>T (p.Arg1808*) / ¢.5422C>T (p.Arg1808*) 9K30H 6 [159]
¢.5786delC (p.Pro1929Leufs*8) / ¢.5786delC (p.Pro1929Leufs*8) 9K30H 6 [36]

601 YacTb KOMMJeKca, OENCTBYIOLLEro Kak (oepMeHT YOUK-
BUTUHNUIra3a, OCHOBHOMW MMULLEHbIO KOTOPOW BbICTynaloT
6€enKN MPOMEXYTOYHbIX (PUNaMEHTOB B KepaTUHOUMTaX
anugepMmca U MuouuTax CepaedHor Mblllbl — Kepa-
TWUH 14 N gecMUH COOTBETCTBEHHO [40, 41, 161, 162]. Tem
cambim 6enok KLHL24 ob6ecneunBaeT gerpagaumio npome-
XYTO4YHbIX DUNaMeHTOB B anvaepmuce un cepgue [40, 41,
160, 162]. C myTauusamu reHa KLHL24 cea3aHo pa3sutue
npoctoro BB cpepHen TaxecTn ¢ kapguommonartmei.

C reTepo3vroTHbiIMM ayTOCOMHO-OOMUHAHTHBLIMU
MyTauuamu reHa KLHL24 cBasaHO pa3BUTUE NPOCTOro
BB3 cpegHel TaxecTn ¢ kapguomuonatuen. NpakTtu-
YeCKN BCe W3BECTHble naTtoreHHole myTauun KLHL24
NOKanua3yloTcs B CTapTOBOM KOLOHE TpaHCnsauumm reHa
KLHL24 v» npenctaBnsaoT cO60M MyTauuu ¢ ycuneHnem
dyHKLMKM (Tabn. 4) [46]. OHM NPUBOAAT K NOTEpe NepBbIX
28 aMWHOKMCNOT 6erka, BCNeAcTBUe Yero CUHTe3upy-
€TCSl YKOPOYEHHLIN 6enokK, KOTOpblA 6oree ycTon4vs
K camokaTtanusmpyemomy YOUKBUTUH-OMOCpefoBaHHO-
My MeTabonmamy n notomy 6onee crtabuneH, 4em 6enokK
OuKoro Tuna. B ¢BA3nM ¢ 3TUM MyTaHTHbIN 6enoK 6onee
3PPEKTMBEH B paspyLLUeHUN CBOUX Cy6CTPaToB, B TOM
yucne kepatuHa 14 n pecmuHa [40, 41, 44]. CooTBeT-
CTBEHHO, B KepaTuHouuTax yMeHbllaeTca cofepxaHue
NPOMEXYTOYHbIX PUMTAMEHTOB, KOMMNOHEHTOM KOTOpPbIX
aBnseTca kepaTuH 14 [38, 40].

Tem He MeHee obpalLiaeTcs BHUMaHWe 1 Ha TO, YTO Ke-
patuH 14 akcnpeccupyeTcs B 6a3arnbHbIX KepaTuHouuTax
W BO BpeMs BHYTPUYTPOOHOrO pasBuUTUSA, U HA NPOTSXKEHUN
BCen Xu3Hu [163]. B cBA3M ¢ 3TMM akTUBHasA gerpajaums

KepaTuHa 14 B peaynsraTte genctensa 6enka KLHL24 He mo-
XeT B MOSIHON Mepe OOBbACHUTL N3MEHEHUA KITMHUYECKOM
KapTUHbI 60Me3HM Yy NauMeHToB ¢ NpocTbiM BB3 cpegHen
TSXKECTU C KapavomMuonaTnen ¢ Te4eHneM BpeMeHn — Bbl-
pakeHHoe MnopaxXeHne KOXHbIX MOKPOBOB cpasy nocrne
POXAEHUSA U BbICTPOE YryYLLEHNEe COCTOSIHUS KOXW rnocre
poxaeHus [163].

benok CD151

CD151 (PETA-3/SFA-1) — TpaHcmeM6paHHbIi 6e0K,
BXOLALLMIA B CEMENCTBO TeTpacnaHmHOoB [20, 166]. OH ko-
aunpyetca reHoMm CD151, pacnonoXeHHbIM Ha XPOMOCOMe
11p15.5 1 cocToAWMM N3 BOCbMU 3K30HOB, NPUYEM K-
30HbI CO 2-ro no 8- kogupytoT nonunenTtug CD151 [20,
167, 168]. benok CD151 coctomnt M3 253 aMUHOKUCNOT
[169]. B ero cocTtas BXOAAT YeTbIpe XapaKTepHble A Te-
TpacnaHWHOB TpaHCMeMOpPaHHbIX OMEHa, KOPOTKME Lin-
To3onbHble N- 1 C-KoHUbI, a Takxe ogHa manasa (EC1)
n ogHa 6onbluas (EC2) BHekneTo4Hble netnu [20].

CD151 akcnipeccupyeTca KneTkamm pasfnyHbiX TKa-
HeWn, BKMNYasa 3nNUTenuin, 3HOOTENUN, KNEeTKU MbILy, Mo-
YeYHbIX KITy604YKOB, MPOKCUMAsIbHLIX WU OUCTasbHbIX MO-
YeYHbIX KaHasbLeB, LIBAHHOBCKUE KINETKWM U OEHOPUTHbIE
kneTkn [20]. Beicok ypoBeHb akcnpeccum CD151 B Tpombo0-
uMTax u merakapuoumtax [20].

B koxe yenoseka 6enok CD151 pacnonaraetcs co-
BMECTHO € uHTerpuHamm a3f1 1 a6B4 Ha 6asonarteparb-
HOM MNOBEPXHOCTU 6aszasibHblX KepaTUHOUUTOB, rOe KOH-
ueHTpupyetca B nonygecmocomax [170]. CD151 urpaet
BaXHyl0 ponb B hopMmpoBaHumM nonygecmocom. CeA3bl-

Tabnuua 4. MyTauum reda KLHL24 y 600bHbIX NPOCTHIM NPOCTbIM BPOXAEHHBIM ByNIE3HBIM 3N1AEPMONN30M
Table 4. Mutations of the KLHL24 gene in patients with epidermolysis bullosa simplex

MyTauus JK30H Ccbinka
c1A>G 1 [38, 40, 41, 164]
c1AST 1 [38]
¢.2T>C (p.Met1Thr) 1 [38, 40, 42, 44, 165]
¢.2T>G 1 [44]
¢.3G>A (p.Met1?) 1 [38, 41, 164]
c.23del (p.Arg8Asnfs*2) 4 [164]
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Tabmuua 5. MyTauwn reva CD757 y 60nbHbIX MPOCTBIM NPOCTLIM BPOXAEHHbIM OYIIE3HBIM 3NUAEPMONN30M

Table 5. Mutation of the CD757 gene in patient with epidermilysis bullosa simplex

MyTauus Jlokanu3auus KommeHTapui Ccbinka
TOMO3MroTHas MyTaLms JOHOPCKOro caiTa cnnancuHra,
€.351+2T>C [paHnua ak30H 5/ NHTPOH 5 KOTOpas NPUBENa K NponycKy 3K30Ha 5 1 Aeneuunn Kogupyembix [21,173]
UM 25 aMUHOKNCNOT TPaHCMEMGPaHHOr0 A0MeHa

c.406C>T (p. GIn136*) 9IK30H 5 fomo3nroTHas [22]
BcTaBka Hykneotnga G383 9K30H 5 [OMO3UroTHas, BbI3bIBAET CABUM PAMKMN CHUTHIBAHUS [20]
€.493C>T (p.Arg165*) 9K30H 6 fomo3nroTHas [26]
c.31A>T (p.Lys211%) 9K30H 8 [omo3uroTHas [172]
He onpepensnaco HeT flaHHbIX [175]

Basicb ¢ a6B4 mHTerpmHom, CD151 cnocob6cTByeT cTabu-
nM3aunn ero CBf3u C elle OAHWM CTPYKTYPHbIM Gerkom
KOXMW NaMUHUHOM-332, 4TO AenaeT AepMo-anuaepmansHoe
coefuHeHne 6onee YCTOMHYMBLIM K MeXaHW4YeCKUM BO3-
fencteuam [20, 22]. AHanNoOrn4HbIi CTAGUNU3UPYHOLLNIA
appekT HabnogaeTcs B yyacTkax hokanbHOM agresvu
KEpPaTUMHOUMTOB M B MOYEYHbIX KaHanbuax, roe CD151
cBasbiBaeTca ¢ a3f1-uHterpuHom [20, 22, 26]. NaBecTHO,
YTO y4acToK cBA3blBaHMA ¢ a3f1 UHTErpuHOM HaxoamTeA
B 60MbLUON BHEKNETOYHOM neTne (gomeH EC2) mexay Tpe-
TbUM U YETBEPTbIM TPaHCMEeMOpPaHHbLIMW JOMeHamMn 6enkKa
CD151 [171].

C pedwuuntom CD151 cBasbiBaeTcs pas3BuTUE ayTo-
COMHO-PEeLieCCMBHOMO NIOKann3oBaHHOro npoctoro BB3
C HedppornaTven BCNeACTBME FOMO3WUIOTHBLIX MW KOMna-
YHO-reTepO3UroTHbIX MyTauun reHa CD151 (tabn. 5). MNa-
TOreHHble MyTaummn resa CD151, npuBoAsALLMNE K pasBuUTUiO
npoctoro BB3, BNuAOT Ha 60/bLUYIO0 BHEKMETOYHYIO NET0
(momeH EC2) n npunerawoowpe K Hel TpaHCcMemOpaHHble
nomMeHbl 3 1 4. Tak, aHanM3 BTOPUYHOW CTPYKTYpbl 6enKa
CD151, kOoTOpbI/i MOXET CUHTe3upoBaTtbcs reHom CD151,
HeCyLLMM HOHCeHc-myTaumio Lys211* B 9K30He 8, Bbl-
SIBUI, 4TO 3Ta MyTauus NPUBOAUT K CUHTE3Y YKOPOYEHHOro
6efKa, B KOTOPOM MOMHOCTbIO OTCYTCTBYHOT C-KOHLUEBOM
uuTonnasmaTtuyeckui OMeH, YeTBepTbIN TpaHCcMeMbpaH-
HbIN IOMEH N TP aMUHOKMUCIOTLI 60MbLLOW BHEKIETOYHOW
netnn (gomeH EC2), kotopas npogomkaetca oT Leul149
po Glu213. bbino nokasaHo, 4To gomeH EC2 B MyTaHTHOM
6enke CUNbHO U3MEHEH, YTO CBUAETENLCTBYET O ero He-
CMOCOBHOCTU [OMKHBLIM 06pPa30M CBA3bIBATLCA C pPeLenTo-
pamu nHTerpuHa [172].

Mpepnonaraetcsi, 4TO K OTCYTCTBUIO 3HaYUTEb-
HOW YacTun 6onbLUON BHeKneTouHon netnun (EC2) mexay
TpaHcMeM6paHHbIMU floMeHaMn 3 1 4 1 TpaHCMeM6paH-
HOro AomeHa 4 B TpaHCNIMPYEMOM MYTaHTHOM 6enke
CD151 npuBena romo3uroTHas BCTaBKa OQHOMO HYKJeo-
Tnpa G383 B 3k30He 5 reHa CD151, BbiABNEHHAsA y Tpex
n3paunnbckmx 60nbHbIX [20]. Ta MyTauus Bei3Bana caBur
pamku cHuTbIBaHUA nocne Lys127, 4to npmseno K o6paso-
BaHUIO NMpeXAeBPeMEHHOro CTOM-KOAoHa Ha MecTe Kofo-
Ha 140 [20]. Ha cocTosiHME 60/bLLIOM BHEKIETOYHOM NETNN
6enka CD151 noenuana roMo3nroTHas HOHCEHC-MyTaLus
c.493C>T (p.Arg165%), BbiiBNeHHas y nauyueHta m3 Cay-
noBckon Apasuu [26].

MyTtaumsa ¢.351+2T>C B no3uumm +2 JOHOPCKOro cam-
Ta cnnancuHra B MHTpoHe 5 rena CD 151 npueena K NOMHOM

T. 101, Ne 5, 2025

Jeneummn ak3oHa 5 na MPHK. YTpayeHHbIn y4acTok 6enka
BK/OYaeT B cebs 25 KoanpyembIX 3TUM 3K30HOM aMMUHO-
KWUCMOT TpeTbero TpaHCMeMOpaHHOro AoMeHa U 60JbLLION
BHEKIIeTO4HOM neTnu (gomeH EC2) [173].

MpepgnonaraeTcs, 4TO MyTaumu, o6ycrnosnusaroLLme
hopMMpoBaHME MpexXaeBpeMEHHbIX CTOMN-KOAOHOB B FeHe
CD151, npuBogaT K HOHCEHC-ONocpeaoBaHHOMY pacnagy
MPHK v nonHomy otcyTcTBuio 6enka [172, 174]. MNpn myTa-
uum cavta cnnaricuHra ¢.351+2T>C abeppaHTHble TpaHc-
KpUMTbl He 6bINN yaaneHbl NyTeEM HOHCEHC-OMOCpeaoBaH-
Horo pacnaga MPHK, ogHako yKOpOYeHHbI 6efliok Bce
paBHO OTCYTCTBOBasn Ha MoBepxHOCTWU kneTku [21]. MNpen-
nonaraeTcsl, 4TO 3TO NPOUCXOAUT U3-3a TOro, YTO HeCoBep-
LLIEHHbIN 6EeNKOBbIA MPOAYKT HE MOXET BCTPOUTLCSA BHYTPb
nnasmartuyeckon memoépaHbl [21, 173].

Otmedaetcs, 4to geduumt CD151 mMoxeT conposo-
XOATbCSA CHUXKEHNEM 3KCnpeccumn abfB4-uHTerpuHa B nony-
JecMocoMax, 4To elle 6ornbliue HapyllaeT cTabuibHOCTb
Jepmo-anuaepMarnbHoro coeguHeHus [20].

dakTopbl, 3aTPYAHAIOLLNE NPOBEAEHNE

KNWHUKO-reHEeTU4EecKux Koppenﬂuuﬁ

CyLlecTByIOT (DaKTOpbl, KOTOpPblE 3aTPYQHSOT NpoBe-
OeHune KNNHUKO-reHeTUYeCKnX Koppenaumn. Jlexatlee B nx
OCHOBE COrOCTaB/ieHNe KIIMHUYECKUX MPOSBNEHUI Mpo-
ctoro BBEO COOTBETCTBYIOLUMX FEHETUHECKUX W3MEHEHWI
TpebyeT B NepByto ovyepenb YCTaHOBMNEHUS KIIMHUYECKOro
AuarHoza npoctoro BBEO u 3atem — onpeneneHus rewa,
KOTOPbIA MOXET cofepXxartb MyTauuio. Mexay Tem guarHo-
CcTuKy npoctoro BBO Henb3s Ha3BaTb NpocTon. Bo3amox-
HOCTb Ha4yana 60ne3Hu He C poXaeHus, a B 6onee NnosgHem
BO3pacTe, BapuabenbHOCTb KIIMHUYECKUX MPOSABIEHUN,
BEPOSATHOCTb HACTYMNEHUS ONMUTENLHON peMuccun 3aTpya-
HAIOT AMAarHOCTUKY W AenaroT BO3MOXHbIMU AuarHocTuye-
ckve owmbku. Mpu atom npoctori BB cnegyet otnmyath
He TOMbKO OT PasHbIX KIMHUYECKUX (DOPM MOrpPaHnN4HoOro
n guctpoduyeckoro BE3, HO 1 OT BOCNanuUTeNbHbIX U WH-
OEKLMOHHBIX AepMaTo30B.

OnucaHa 24-neTHsAa 60MbHas NOKanM30BaHHbIM MPO-
cTbiM BB3O ¢ HecbponaTtuen, y KOTOPON He3HaYUTENbHbIE
Ny3bIPHbIE BbIChINAHUSA MEPUOANYECKU HaYann NosBNATLCA
nocrne TpaBMMPOBAHUA Ha KOHEYHOCTAX B 3-NeTHeM BO3-
pacTte, HO TonbKO B Bo3pacTe 21 roga ms-za yxyalleHus
TEYEHNs] MOPaXEHUs KOXW W MOCTOSIHHOrO Hanuyus ny-
3bIpPHBIX BbICkINAHUI OHa obpartunacek K spady [22]. Mo pe-
3yneTaram rmcTonorMyeckoro nccrnefosaHns 6MONCUMHOro
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Matepuana Koxu el 6bln yCTaHOBMeH AnarHo3 «bynnes-
HbIN Nemdurong» n 6e3 adppekta NPOBOAUNIOCE fleYeHne
TONUYECKMMM KOPTUKOCTEPOMAAMN, MUHOLIMKITMHOM, HUKO-
TUHaAMUOOM, MUKOobeHonaTta MoeTUIoM, METOTPEKCaTOM
N KOPTUKOCTEPOMAAMUN CUCTEMHOIO AENCTBUSA ANINTESNbHbI-
MU Kypcamu. Jnwb B Bo3pacTe 24 neT, koraa y naumeHTkn
nopaxxeHue KOXu 1 ee NpuaaTtkoB NPosIBASANOCH JIMHENHO
pacronoXeHHbIMU Ny3bIPAMU Ha MepefHen MOBEPXHOCTU
roneHen n pasrnéaTenbHON NOBEPXHOCTU BEPXHUX KOHEY-
HOCTeWN Ha hoHe efBa 3aMeTHOM 3pUTEMbI, oHaramMmm nom-
KunogepmMun, o4aroBon anorneumen U oHMXoamcTpoduen,
a TaKkxe 6bI510 BbISIBNEHO NOpaXeHue rno4ek, en 6bin ycTa-
HOBMEH AuarHo3 fokanuM3oBaHHOro npoctoro BB3 ¢ He-
hponaruen [22].

OnucaH Takxe 29-MecsA4HbI NaumeHT ¢ npocTbiM BB3
C KOJbLEBUOHON MUMPUPYIOLLIEA SPUTEMOM, BbIChINAHUSA KO-
TOpOU cyLlecTBoBanu B TeveHne 16 mecsues [69]. MNepso-
Ha4anbHO 3TOMY NauUMEHTY C KOnbLEBMAHbIMU O4arammu
nopaxeHusi Oblf1 yCTAHOBMIEH AMArHO3 MUKO3a rnajkomn
KOXW M1 npoBoAmnocb HeaMEKTUBHOE CUCTEMHOE U Ha-
py>XHOE NleyeHne NpoTMBOrpUOKOBLIMU NMpenaparamun. Tem
He MeHee TLaTeNbHbIA CO0p aHamMHe3a 601e3HN nokasarn,
YTO MOpaXKeHWe KOXW Yy Hero Habnioaanocb ¢ poXaeHus,
XOTSl U HE COOTBETCTBOBAJIO 3TOM chopme npocTtoro BB3,
TaK Kak MposiBANOCh HEOOMbLLUMMU NY3bIPAMU Ha pyKax
1 Horax [69].

AHanuna cnekTtpa MyTauun y 60MIbHbIX C YCTaHOBMEH-
HbIM KIMHUYECKUM grnarHo3om npocTtoro BBJ, noareep-
XEHHbIM FeHEeTMYEeCKUMN UccnefoBaHUAMM, NnokasbiBa-
€T, YTO MAEHTUYHble MyTauuu y pasHbiXx 60nbHbIX BEO
MOrYT NPUBOAMUTL K PA3BUTUIO PA3ITUYHBIX KITUHUYECKUX
nposiBNeHnn 60ne3HNn N gaxe pasHblx ee dopm. Tak,
peneuns c¢.1649delG (p.Gly550Alafs*77) B rene KRT5
BbIABMANACh y 60MbHbIX NPOCTbiM BB3 ¢ naTHMCTOM Nwnr-
MeHTauueln, N ee Xe HasbiBaloT XapakKTepHoOn Ana npo-
ctoro BB3 ¢ konbueBmnaHon aputemoi [56, 64, 68, 113].
MwucceHc-myTaumsa Met119Thr B reHe KRT14 npusoaum-
na K pasBuUTUIO Yy pasHbIX 6OSbHLIX TAXENoro npocTo-
ro BBO u npoctoro BBD ¢ natHucTOon nurmeHTtaumemn
[58, 100]. OTcyTCTBME MATHUCTOM MUIMEHTaUUW y Opy-
rMX reTepo3uroTHbIX HocuTenen mytaumm Met119Thr,
Yy KOTOPbIX pa3Buics Tsxenbli npocton BBJ, ykasbiBaeT
Ha TO, YTO 9TOT reHeTUYeCKNn aedeKT cam no cebe He-
JocTtaToyeH Ans Toro, Ytobbl BbI3BaTb MUIMEHTHbIE U3-
MeHeHus anngepmuca [58, 100, 176].

Mpu ob6cnepoBaHmMn 60MbHLIX NpocTbiM BB, aens-
IOLLMXCA YNleHaMy OfJHOM CeMbU — HOCUTENAMU reTepo-
3UroTHOM MucceHc-MyTaumm c.1253T>A  (p.Leu418Gin)
B reHe KRT14, o6Hapy>XeHo, 4TO 3Ta MyTaums MOXeT npu-
BOAUTL K (POPMUPOBAHMIO KITMHNYECKOWN KapTUHbI KakK J10-
Kanu3oBaHHOro npoctoro BBJ, Tak u reHepanusoBaH-
Horo nmpocTtoro BB cpegHen Taxectun [81]. BoissneHo,
YTO naToreHHbI BapuaHT p.Tyr415His kepatunHa 14 BbI3bI-
Ball reHepann3oBaHHbI NpocTton BB cpepHen TaxecTu
y 60nbHbIX U3 HnpgepnaHgoos n Kopewn [177, 178], HO TOT Xxe
camblil BapuaHT kepatuHa 14 6b11 06Hapy>XeH y 605bHbIX
TAXeNbIM reHepann3oBaHHbIM npocTeiM BB3 n3 CLUA
[94]. MyTauwus p.Glud1iLis reHa KRT14 y ANOHCKUX 60b-
HbIX MPUBOAUT K PasBUTUIO KIMHUYECKUX NPOSIBIIEHWUN
NpOCTOro reHepanuaoBaHHoro BBO cpepHen TsaxecTw,
a 'y BEHrepckunx 601bHbIX — NPOCTOro reHepann3oBaHHo-
ro Tsbxenoro BE3 [86].

O6Hapy>XeHO TakXe, YTO y HOocuTenen OOMHaKOBbIX
MyTauunm reHa CD151 moxeT HabniogaTtbCs pasnu4yHas
BbIPaXXEHHOCTb KITMHUYECKUX NPOABNEHUA N faxe OTCyT-
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CTBME Kakoro-nnm6o CMHApomMarnsHOro nposiBneHns 6ones-
HW, Hanpumep HedpuTa unu rmyxoTsl [26, 173]. B cembe,
rae y 6onbHbIx npocTbiM BB ¢ HedhpoTuiecknm cnHapo-
MOM 6bliia BbIsiBflieHa romo3urotHas mytauus ¢.493C>T
(p-Arg165*), y reTepo3uroTHbIX HOCMTENEn 3Ton MyTaLum
He Habnpanucb KINMHUYeCcKne nposiBneHns nméo oTme-
Yyanucb NoTeps cryxa unu NpoTenHypus [26].

Paznununs knuHunyeckonm kaptuHbl BBO y 60abHbIX —
HOoCcUTEeNnen WAEHTUYHbIX MyTauun ykasbiBaloT Ha Cy-
LecTBOBaHWE [LOMOSHUTENbHBIX (PAKTOPOB, BAUAIOLLNX
Ha naroreHes 3aborneBaHuns U PopMUPOBaAHME KITMHUYE-
CKOWM KapTWHBbI, YTO 3aTpyAHseT NnpoBefeHne KNMHUKO-re-
HeTn4eckux koppensaunin [81, 179—-181]. NMpuynHbl UHAMBK-
AyanbHbIX pasnnymui KNMHUYECKNX NposiBreHnin 60nesHun
NpY MAEHTUYHBIX MyTaumsax MOryT 6bITb pasnnyHbl. Tak,
B Clly4ae MUCCEeHC-MyTauuin unn mytaunim, npmsogaLLImnx
K 06pas30oBaHuI0 YKOPOYEHHOro 6enkKa, 6enoK ¢ HapyLUeH-
HOWM CTPYKTYPOWN MOXET nofABepratbCcsl BHYTPUKNETOYHON
Jerpagauum unv paspyLueHuio BO BHEKIETOYHOM MaTpUK-
ce — npoueccax, Kotopble caMu no cebe MOryT umeTb
vHamBuayarnbHble ocob6eHHocTu [181, 182].

3aknioyenue

HecmoTps Ha pasHoob6pasve KIMHUYEeCKUX opm
npoctoro BB3, pasnuyaroLmxcs pacnpoCcTpaHEeHHOCTbIO
M XapakTepoM MOPaxXeHUs KOXW, BO3MOXHbIM mopa-
XEHMEM BHYTPEHHUX OpPraHos, ucxodamu, cpean KoTo-
pbIX MOXET ObITb Kak MOMHbIA perpecc BbICbINaHUN, Tak
M HacTynneHwe cMepTu naumeHTa, rnepsble NpPosBEHUA
6one3Hn — Bcerga nysbipy, Ha MecTe KOTOpbIX POpPMU-
pytoTca 3posuun. [porHo3vpoBaTb [anbHenllee Tede-
HUe 60Me3HN HAa OCHOBAHWUWN KITMHUYECKUX NPOSIBIIEHWUN
BO BpeMsa ee febloTa He NpeacTaBnsaeTc BO3MOXHbIM.
Ecnu 3abonesaHue nposiBUNOCH C POXAEHUA reHepanu-
30BaHHbIM NOpaxXeHMeM KOXU, TO CO BpeMeHeM TedeHue
6one3Hn MoxeT cTaTb 60s1ee fnerkum, ecnu y nauueHrta
TsxXenbl npocton BBES, BbI3BaHHbBIN MyTauusimMuM reHos
KepaTuHOB 5 1 14, UM MOXeT HacTynuUTb NneTarnbHbIA UC-
XO[, eCNM y NaLmeHTa Taxenbi npoctor BB ¢ aTtpesunei
NpPUBPaTHUKA, BbI3BaHHLIA MyTaUUAMKN reHa nnekTuHa.

B cny4ae manndecTtauun npoctoro BBEO B mnageH-
YEeCKOM MW Yalle AeTCKOM BO3pacTe JIoKann3oBaHHbIM
Ny3bIpHbIM MOPaXeHUEM KOXW [arbHeWllee TeyeHue
60Ne3HN TakXe MOXeT 6biTb O4YeHb pasnu4yHbiM. Co
BpeMeHEeM MOryT NpeKpaTuTb MOABNATLCHA BbIChINaHUA
60 BO3HWKHYTL MNATHUCTaA NUrMeHTauus, ecnu 3a-
6onesaHMe BbI3BAHO MyTaLMAMW TFEHOB KepaTuHOB 5
n 14. C gpyrov CTOPOHbI, Y NAaUMEHTOB C OrPaHNYEHHbIM
Ny3bIPHLIM MOPaXeHUEM KOXW BO3IMOXHO pasBuUTUE TS-
XKENnoro nopaxeHns BHYyTPEHHMUX OPraHoB — MbILLEYHOMN
anctpoun, novyevyHom HedoCcTaTOYHOCTM UNN Kapamo-
MuonaTun, KOTopble accoLMmMpyroTCca C MyTaumMaMu reHoB
PLEC, KLHL24, CD151.

B cBs3Kn ¢ pasHoob6pasmeM KIMHUYECKUX NposiBre-
HuUM npoctoro BBED u Heob6xogMMoOCTbi0O MpoBefeHus
anddepeHumnansHon OUarHoCTUKU ¢ ApyrumMun Tunamu
BBE3S v gpyrumun gepmaTto3samu cnefgyeTt NoatBepxaatb
AnarHo3 ¢ NOMOLLbIO onpefeneHnss MyTaHTHOrO reHa Mo-
NeKyNspHO-reHeTU4eCKMMN MeTofdamMn unccrnefoBaHum.
Mpwn nerkom Te4eHun npoctoro BES n nokanusosaHHoM
nopa)xeHnn KoXun BO3MOXHO BbIsiIB/ieHMEe MyTaLui B re-
Hax KRT5, KRT14,DST, EXPH5 v CD151. Npu nopaxeHun
KOXW CpefHen TAXEeCTU MOryT 6bITb 06HaPYXEHbI MyTa-
unmn B reHax KRT5, KRT14, DST, EXPH5, PLEC w CD151.
Y naumeHToB C TsXenbiM NpocTbiM BB BeposiTHee Bce-
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ro BbiBNeHve myTtaumin B reHax KRT5, KRT14, PLEC.
BeposATHOCTb, XOTS W HWU3Kas, pasBUTUA MOpaxeHus
BHYTPEHHUX OPraHoB, TAXENOro TeYeHWUs U fneTasnbHO-
ro ucxoga 60ne3Hn genaet BaXHbIM NPOrHO3upoBaHue
TeyeHnss 60M1e3HN C NMOMOLLLIO KIIMHUKO-FreHeTUYeCKnX
Koppensaunn.

MoXHO NpeanonoXuTb, KakoW reH HeceT MyTauuio
y naumeHTa ¢ npocTbiM BB3, ecnn y Hero yxe BbisiBne-
HO nopa)eHue Apyrux opraHos. Hann4ve cMMNTOMOKOM-
niekca, BK/OHAKLEro NNOKanM30BaHHbIA npocTton BBE3,
HedPOTUYECKUN CUHOPOM, HEMPOCEHCOPHYIO TYroyXoCTb
W OBYCTOPOHHWUIN CTEHO3 CNEe3HOro NpoToka y nauueHToB
C nokannaoBaHHbIM NpocTbiM BB3, onucaHHoro B 1988 1.,
korfa passutue BBEJ elle He cBA3bIBANOCE C MyTaLUaAMun
reHa CD151 n coOTBETCTBYIOLLME UCCNEefOBaHMA He Npo-
BOOUMUCH, N03BONM0 B 2004 . NpeanonoXuTb, YTO 3a60-
fieBaHme y 3TUX NauneHTOoB BCe Xe 6bIS10 BbI3BAHO My TaLu-
siIMK 3TOro rexa [20, 175]. B cBA3K ¢ 3TUM Npu BbIiBEHUU
nopa)eHu BHYTPEHHUX OPraHoB, YKa3blBaloLLMX HA BO3-
MOXHbIA CUHOPOManbHbIA XxapakTep npoctoro BB, He-
06x0AMMO [ONONHUTENbHOE o6bcnefoBaHve nauveHTOoB
C NpoBeAeHneM KOHCYNbTaLunin COOTBETCTBYIOLLMX Crieumn-
anucToB. [pu BbIIBNEHNN NopaXkeHusa cepgua TpebyeTcs
npoBefeHne KOHCcynbTaunn Bpava-tepanesTa Uim spada-
Kapauonora, a nogTBepXaeHne gMarHosa kapgmomuona-
TUM yKas3blBaeT Ha BO3MOXHOCTb MyTauui B reHe KLHL24.
Hannuue y naumeHTa ¢ npoctbiM BB3O nopa>keHns novex,
HapyLleHus cnyxa, CTeHo3a Cne3HOro npoTtoka Tpeby-
€T KOHCynbTauuin Bpa4a-TepaneBTa, Bpaya-kapauonora,
Bpa4a-Hegponora, Bpaya-oToOpuUHonapuHronora M yka-
3blBaeT Ha BO3MOXHOE HOCUTENbCTBO MyTauuu B reHe
CD151. Pa3Butne y nauveHTa MbIWEYHON AUCTpoum
MOXeT noTpeboBaTb KOHCyNnbTauuu Bpada-Hesponora
W fenaeTt BEpPOATHLIM BbiiBfieHNe MyTauun B reHe PLEC.
Ha Bo3MOXHYy0 MyTauuio B reHe PLEC yKa3biBaeT Takxe
BO3HMKHOBEHUE Y HOBOPOXOEHHOr0 NPM3HaKOB aTpesunu
npuBpaTHUKA, XOTA aHanornyHble NPOsBAEHNS BO3MOXHbI
B cnyyae MyTtauun B reHax ITGB4 v ITGAB6, Bbi3biBaOLLMX
norpaHu4Heii BES.

Movck MyTauum npu HekoTopbIX dhopmMax 605ne3Hu
obneryaeTcsa TeM, YTO U3BECTHA UX NpenMyLLecTBEHHas
nokanuaauus B reHe. NpocTon B3 ¢ MblLeYHON AUCTpO-
dmen yalle Bcero, XoTs U He BO BCEX Cry4vasx, accoum-
upyeTtcs ¢ MyTauusamun B 3k3oHe 31 reHa PLEC, npocTom
BB3 ¢ pedpuumtom BP230 — ¢ myTaumamu B 3k30He 23
reHa DST, npocton BES ¢ pedwmumtom ak3odunuHa-5 —
C MyTauusMu B 9K30He 6 reHa EXPHS5, npocton BB
C kapgnomuonatmen — B 3K3o0He 1 reHa KLHL24. Tem
He MeHee B Hayane 3aboneBaHuUsl, KOrga KiMHUYECKYO
KapTUHy 60ME3HN COCTaBMAET TOMbKO MOpPaXeHne KOXW,
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Ons onpefeneHns MyTaHTHOro reHa TpebyeTcsa nccnepno-
BaHWe BCEX reHOB, acCCOLMNPOBAHHbLIX C pa3BUTUEM MpPO-
ctoro BBEO.

Jlokanuaauma Mmytaunmn Takxe MOXeT BNNATb Ha TS-
xecTb npocTtoro BBJ, ecnu oHa HaxopuTca B reHax KRTS
n KRT14. AyTOCOMHO-AOMMHaHTHO HacnegyemMmble MyTa-
LMK, U3MEHSLNEe KOHCepBaTMBHbLIE Y4acTKU KepaTu-
Ha 5 nnn 14 — motuebl HIP n HTP, a Takxe rentagHbie
NOBTOPbLI CMMpParnbHbIX Yy4aCTKOB CTEPXHEBOro AomeHa
accoummpyroTcs ¢ 60MbLUEn TAXECTbIO 3ab6oneBanHus [77].
J. Chamcheu n coagT. (2011) ykaabiBatoT, 4TO 60nee Tpe-
TV cny4aes Tsxenoro npoctoro BES BbIzBaHO MucceHc-
MyTauuen B reHe KRT14, koTopas NpuBoOauT K 3ameHe
BbICOKOKOHCEPBATMBHOIrO ocCTaTtka apruHuHa B MO3u-
uumn 125 (Arg125), asnsiowenca B aHHOM criy4ae us-
BECTHOW «ropsiyen To4ykon» B motuee HIP kepatuHa 14
[77]. ApruHuH, Kogupyembin kogoHom CGC, B nosuuum
125 yacto 3ameHsieTca umctenHom (TGC) nnm ructnam-
Hom (CAC) [77]. Ewe ogHUM NMPMMEPOM pPeKypPEeHTHOMN
MyTauuu, BCTpeYaloLencsa B pasHblxX NoNynauunsax, Asns-
eTcs mucceHc-mytauusa ¢.508G>A (p.Glu170Lys) B 9k30-
He 1 reHa KRT5, kKoTopas NpUBOAUT K 3aMeHe TpeTben
aMunHokumcnoTbl B moTuee HIP kepaTtuHa 5 [64]. OgHako
B Cllyd4ae MWUCCEHC-MyTauun MMEelT TakxXe 3HayeHue
pasnuums pasmepoB U 6UOPU3NYECKNX CBOUCTB 3aMe-
HEHHON aMUHOKUCIIOTbI 1 aMUHOKUCIIOThI, 3aMeHUBLLEN
ee. Hem 6onee 3Tn pasnuyma Benuku, Tem 6onblue Be-
POSAITHOCTb TAXENOro Te4eHus npoctoro B63. MeHbLuyto
TAXECTb TeveHus npoctoro BB moxHo npegnonarate
npuv BbIIBNIEHUU MyTauun B reHax KRT5 n KRT14, pac-
NONOXEHHbIE BHE CrnuparbHbIX JOMEHOB KepaTuHa —
B FOJIOBHOM WJIN XBOCTOBOM [lIOMEHaxX Unu B CBA3bIBAIO-
LMX CerMeHTax crnvpansHoro fomeHa. B csAsn ¢ atum
OTMEYEHO, YTO, OCHOBbLIBAACH Ha NoKanuaauum myTauunm
B MofieKynax kepatuHa 5 unu 14, BO3MOXHO npepcka-
3bIBaTb UTOrOBYIO KITMHUYECKYIO KapTuUHY 6onesHu [77].
C Opyrou CTOpOHbl, OAHA MyTaLuMsa MOXeT OblTb BbisiBfle-
Ha y nauMeHTOB C PasfiMyHbIMU KIIMHUYECKUMU MNPOSIB-
neHusamun npoctoro BBJ, 4To yKasbiBaeT Ha CMOXHOCTb
MexaHU3MOB pa3BuTua 6onesHn [64]. Npegnonaraetcs,
YTO Ha XapaKkTep KIMHUYECKON KapTuHbl npocTtoro BB3
MOryT BNUATb psAf APYrvX reHos, MOMMMO accoummnpo-
BaHHbIX C pa3BUTMEM 3TOro 3abonesaHus, U OencTene
hakTopoB OKpy>atLlern cpeabl [53].

TakuMm 06pa3oM, HECMOTPSA Ha BbISIBNIEHME Mpu MNpo-
ctom BB3 onpepgeneHHbIX KIMMHUKO-reHEeTUYECKUX Koppe-
NAUWIA, OHW BCE Xe B OnpefenieHHon CTeneHn orpaHnyeHsbl
BO3MOXHbIM BIIMSIHUEM Pa3NYHbIX haKTOPOB, CNOCOGHBIX
BMMATb Ha matoreHe3 npoctoro BBEO u ero knuHunyeckme
nposienexvs. [l
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Systematization of the two-decade world experience

using tacrolimus ointment off-label. Fundamental information
on the product, its use 1n vitiligo and fibrosing connective tissue
diseases

© Dmitry D. Petrunin

LEO Pharmaceutical Products LLC, Moscow, Russia

Developed in the 1990s and introduced into clinical practice in the first decade of the 21st century,
tacrolimus ointment (known worldwide under the trade name Protopic®) became the first and most

potent member of the class of topical calcineurin inhibitors (TCls) and the first alternative to topical
corticosteroids (TCSs) in terms of its anti-inflammatory activity in half a century. Its unique mechanism

of action (selective T-cell immunosuppressant) and the absence of side effects typical of TCSs have
made it a valuable tool in the therapeutic arsenal of dermatologists. Today, tacrolimus ointment is included
in all possible international and national clinical guidelines for the treatment of atopic dermatitis, which

is the only registered indication, and has the highest level of evidence (1A). Unfortunately, for a number
of reasons, mostly commercial in nature, the manufacturer did not invest in a clinical trial program that
would have allowed the registration of tacrolimus ointment for other indications. However, it is clear that
the T-cell immune response plays a crucial role in pathogenesis of a wide range of dermatoses, and

the pharmacodynamics of tacrolimus are well-suited for their treatment. In this regard, over the past two
decades, hundreds of clinical studies have been conducted by independent investigators including well-
designed double-blind randomized studies that have provided the evidence base for including tacrolimus
ointment in the clinical guidelines for a wide range of off-label indications. The purpose of this review is to
systematize the aforementioned global experience in order to raise awareness of clinicians and make more
rational practical use of the valuable clinical tool, that is tacrolimus ointment. The first part of this review
(the second part will be published later) provides general information on tacrolimus ointment including the
history of its development, pharmacological characteristics and clinical applications as well as addressing
off-label drug use. The evidence base for the use of tacrolimus ointment in the treatment of vitiligo and
fibrosing connective tissue diseases will be analyzed.

Keywords: tacrolimus ointment; topical application; off-label indications
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MCTEMATU3AINA MIPOBOTO OIIBITA ABYX ACCATHACTUN
IIPUMEHEHUA Ma3U TAKPOAUMYCA IO HE3aPETrUCTPUPOBAHHBIM
rtokasanusaM (off-label). @®ymaamenTaABHBIE CBEACHHSA O IIpEIIapaTe,
IIPUMEHEHUE IIPU BUTHAUTO U (PHOPOZUPYIOIINX 3200AECBAHUAX
COCAMHUTEABHOU TKAHH

© MNetpyHua O.4.

«JTEQ Mapmacbtotukan Mpogakrc», Mocksa, Poccus

CospaHHbivi B 1990-e rogbl M BOLIEALLWIA B KITMHUYECKYIO NPAaKTUKY B nepBon gekage XXI B. npenapat
Takponumyca B choopme Ma3u (M3BECTEH BO BCEX CTpaHax nof TOproebiM Ha3BaHueM MNpoTonunk®) ctan nepebim

1 Hanbonee aKTMBHbIM NPeACcTaBMTENIEM Kflacca TOMMYECKMX MHIMOBUTOPOB KanbLuuHespuHa (TUIK) n nepsow

3a nosnBeKa anbTepHaTUBOM TONUYECKUM rnokokopTukocTepomgam (TIFKC) no ceBoen npoTMBOoBOCHANNTENBHON
aKTMBHOCTW. YHUKaNbHbIA MEXaHNU3M OEeACTBUSA (CENEKTUBHbIA T-KNeTO4YHbI UMMYHOCYMPECCaHT) N OTCYTCTBUE
xapakTepHbIx ana TTKC no6o4HbIX 3¢heKTOB caenany ero LeHHbIM MHCTPYMEHTOM B TepaneBTUYECKOM
apceHarne fepmaTonoros. Ha cerogHsLWHNIA AeHb Masb TaKponNuMyca BXOAUT BO BCE BO3MOXHbIE MeXAyHapoaHble
W HauMoHarnbHble KNMHUYECKNEe pekoMeHaaLumm no neveHno aTonn4eckoro gepmarnra, asnsioLlerocs
€[MHCTBEHHbIM 3aperncTpmMpoBaHHbIM NOKa3aHWeM K MPUMEHEHUNIO, UMES HauBbICLLWI YPOBEHb AoKa3aTeNbHOCTU
(1A). K coxaneHuio, no psagy NpuyvH, NpenmyLLeCTBEHHO KOMMEPYECKOro Xxapakrepa, KoMnaHua-npon3BoauTeNb
He cTana MHBecTMpOoBaTh B NPOrpaMmy KIIMHNYECKUX UCTbITaHWUIA, KOTOPble NO3BONUAN 6kl 3aperncTpmposaTb
Masb Takponumyca rno gpyrum nokasaHusiM; B TO Xe BpeMs 04EBUAHO, YTO T-KNeTOYHbIN UMMYHHbIA OTBET Urpaet
KJI04EBYIO POSib B NaToreHese LWMPOKOro crekTpa AepMaTo3oB 1 hapMakofmMHaMmka Takponmmyca NofHOCTbIo
oTBeYaeT 3ajaqe nx nedveHuns. B cBa3n ¢ 3TUM 3a ABa MUHYBLLUX OECATUNETUSA HE3aBUCUMbIMWN UCCNefoBaTeNaMU
6b111 NpoBeAeHbl COTHU KITMHMYECKUX NCCNEeNOoBaHN, BKIOYaa BbICOKOAOKa3aTesbHble ABOVHbIE cnenble
paHOoMU3MpOBaHHbIe, o6ecneymnBLLe foKa3aTenbHYo 6a3y, KoTopas No3Bonua BKIYNTL Ma3b Takponmmyca

B KITMHUYEeCKME peKoMeHaauumn no LMpoKoMy CNeKTpy He3aperncTpmpoBaHHbIX nokasaHui. Lienb aaHHoro
o0630pa — cuctemMaTudaumsa yrnomMaHyToro MMpoBOro onbiTa A NOBbILLEHNS OCBEAOMIIEHHOCTU O HEM
KIMHULNCTOB U 60Nnee paLnoHansHOro NpakTUYeCcKoro UCnonb30BaHNs LEHHOro KITIMHNYECKOro MHCTPYMEHTA,
KOUM ABASIETCA Ma3b Takponumyca. B nepson yactn gaHHoro o63opa (BTopas 6ygeT ony6nnkoBaHa no3gHee)
npusefeHsl 06LLMe CBeeHNs 0 Masu Takpommyca, BKo4Yas NCTopuio paspaboTkuy, dhapmakonormyeckme
XapakTePUCTMKN N OCOBEHHOCTU KIIMHMYECKOrO NPUMEHEHMS, a TaKxxe 3aTpoHyTa npobnema off-label npyumeHexunsa
npenapaToB. Byaet npoaHanuanpoeaHa fokasartensHasa 6a3a no NnpUMeHeHuo Ma3n TakponmMmyca Ans neyeHums
BUTUNUIO N DMOPO3NPYIOLLNX 3a601eBaHUI COeAUHUTENBHOW TKaHMW.

KntoyeBkie CnoBa: mass Takponumyca; HapyXHoe NpMMeHeHMe; He3aperncTpUpoBaHHble NOKa3aHus
KoHNUKT nHTepecos: O.0. MeTpyHuH sBnsieTcs cotpyaHukom OO0 «JIEQ dapmackioTukan MpogakTes.
NcTOYHUK (bHaHCMpPOBaHWS: pykonvch NOArOTOBEHA U OMY6NMKOBaHa 3a CHeT (hMHAHCUPOBaHMWS N0 MecTy pa6oThl aBTopa.

Ons uutnpoBaHus: Metpyuux O.[. Cuctematnsaums MUPOBOro OnbITa ABYX AECATUNETUI MPUMEHEHUS Ma3u Takponumyca
no He3aperncTpupoBaHHbIM NokasdaHusam (off-label). ®yHaameHTanbHblE CBEAEHUS O Npenapare, NpMMeHeHWe Npu BUTUINIO
1 hnbpo3npytoLmx 3aboneBaHnaX CoeaNHUTENbHON TkaHW. BecTHWK gepmatonoruv u BeHeponorun. 2025;101(5):45-57.
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M Introduction

Since the appearance of topical glucocorticosteroids
(TCS) in dermatological practice, which revolutionized the
treatment of the widest range of inflammatory, allergic and
autoimmune skin diseases, several new important classes
of external medications have appeared — retinoids, vitamin
D analogues, Janus kinase inhibitors, phosphodiesterase
inhibitors, aryl hydrocarbon receptor agonists, etc.

Among them, topical calcineurin inhibitors (TClIs) occupy
an important place, as they were the first real alternative
to TCS for 50 years in terms of their anti-inflammatory and
immunosuppressive effect, while lacking adverse effects
typical for glucocorticosteroid hormones [1-4]. The first and
most active representative of the TCI class was tacrolimus
in the formulation of ointment (Protopic®) [5, 6], approved for
the treatment of moderate and severe atopic dermatitis in
2000 in Japan, in 2001 in the USA, in 2002 in the EU and in
2011 in the Russian Federation.

Today, a large body of evidence has been accumulated
on the use of tacrolimus ointment for the treatment of
atopic dermatitis, including several meta-analyses, which
summarize the data of many high-quality double-blind
randomized controlled clinical trials involving, in total, tens
of thousands of patients [6—11], which provides the highest
level of evidence from the standpoint of evidence-based
medicine; accordingly, the Russian federal clinical guidelines
for the treatment of atopic dermatitis include it with the level
of evidence 1a (the highest possible).

At the same time, due to a number of reasons, mainly
of commercial nature, the companies producing tacrolimus
ointment and pimecrolimus cream (Astellas and Novartis,
respectively) have not invested in the program of clinical
trials of these drugs for the treatment of other skin diseases,
which is necessary for the approval of new indications. At the
same time, the mechanism of action (selective suppression
of the T-cell immune response) pathogenetically justifies the
use of TCls in a wide range of other dermatoses, and the
accumulated clinical experience, including a large number
of high-quality randomized trials conducted by independent
groups of researchers, suggests the efficacy and prospects
for the use of TCls in many other indications besides atopic
dermatitis.

In 2013 and 2014, Professors Olisova O.Yu. et al. [13]
and Kruglova L.S. et al. [14] published two excellent literature
reviews on the use of tacrolimus ointment for unregistered
indications (off-label); similar works are also found in foreign
literature, e.g., Hengge UR, 2013 [15]. At the same time,
a large amount of new clinical data on this topic has been
accumulated over the past decade, which actualizes their
systematization in the new review.

Tacrolimus — general information

Speaking about the class of calcineurin inhibitors,
it is necessary to characterize the immunophysiological
role of the key target of their action — serine-threonine
phosphatase calcineurin, which is widely distributed in
eukaryotic cells and plays an important and multifaceted
biological role. Calcineurin has many substrates, including
transcription factors (in particular, NFAT, FOXO, MEF2,
TFEB), a number of receptors and their channels, some
mitochondrial proteins, including those involved in the
regulation of cell death processes, and microtubules,
which makes it important for a number of systems and their
functions; these include higher nervous activity (learning,
memory), cardiovascular physiology, renal physiology,
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muscle fiber development, and, of course, the immune
system [16—19].

From the perspective of human physiology and the
pharmacodynamics of calcineurin inhibitors class, the
most important function of this phosphatase is its role
in the immune response. Activation of the T-cell receptor
following antigen presentation to a naive T-lymphocyte by
an antigen-presenting cell triggers a signaling cascade
that activates phospholipase C-gamma, which hydrolyzes
phosphatidylinositol-4,5-bisphosphate to form the
secondary messengers, diacylglycerol and inositol-1,4,5-
trisphosphate; the latter binds to receptors located on the
endoplasmic reticulum and causes the release of calcium
ions into the cytoplasm. Increase in cytoplasmic calcium
concentration leads to calcineurin activation — a complex
“calcineurin + calcium + calmodulin” is formed, which
causes dephosphorylation of the cytoplasmic fragment
of transcription factors belonging to the NFAT (Nuclear
Factor of Activated T-cells) family. It should be noted that
the NFAT family of factors in its hyperphosphorylated
form is the main substrate for calcineurin in immune
cells, as well as cardiomyocytes and skeletal myocytes.
Dephosphorylation of NFAT causes conformational
changes that enable translocation of these factors into the
cell nucleus, and also increases their affinity for certain DNA
sequences. After that, NFAT translocates into the nucleus,
where it interacts with regulatory elements, stimulating
gene expression of key cytokines and chemokines for the
T-cell immune response, including IL-2,3,4,5,13,17, IFN-y,
TNF-a, etc. Continuous calcineurin activity is required for
NFAT to remain in an activated state; decreased calcium
levels in the cytoplasm (e.g., upon cessation of antigenic
stimulation) or pharmacologic inhibition of calcineurin leads
to rephosphorylation of NFAT and its release from the cell
nucleus back into the cytoplasm [19-23].

Based on the described mechanism, it is obvious that
inhibition of calcineurin will lead to the inability to activate
NFAT factors and, thus, T-lymphocyte activation, preventing
the development of a T-cell immune response. This
premise was the basis for the emergence of a new class of
immunosuppressive agents — calcineurin inhibitors.

The first representative of this class was cyclosporine,
discovered in 1976, which had a slightly different mechanism
of action from tacrolimus but had the same result — inhibition
of calcineurin. Its use in transplantology made a real
revolution, because it caused powerful T-cell suppression,
but at the same time, unlike previously used methotrexate,
azathioprine, etc., it did not have cytostatic properties and
practically had no myelotoxic effect [20, 24, 25].

In 1983, the Japanese company Fujisawa opened
aresearch laboratory in Tsukuba Science Park, focused
on the search for biologically active metabolites with
immunomodulatory properties. Using the mixed lymphocyte
reaction as a screening assay, this laboratory tested more
than 10,000 samples of metabolites produced by soil-
derived microorganisms, and in 1984, a member of the
Streptomyces genus, Streptomyces tsukubaensis (named
after the mountain where it was found), was isolated
from a soil sample taken from Mount Tsukuba, which
produced a macrolide compound that showed potent
immunosuppressive effects. This compound was given
the cipher FK506 and subsequently the INN tacrolimus;
this INN is, de facto, an abbreviation in which T is taken
from the English spelling of the name of Mount Tsukuba,
-acrol- — macrolide and -imus — immunosuppressant [1,
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26, 27]. In addition, two macrolide compounds produced
by Streptomyces hygroscopicus strains that also had the
ability to inhibit calcineurin were isolated; however, they
had much less immunosuppressive activity than tacrolimus
and therefore their development was discontinued [28, 29].
Nevertheless, this species, Streptomyces hygroscopicus,
was later used to produce a compound that was given
the INN pimecrolimus; despite its threefold lower activity
compared to tacrolimus (one publication called it a “minor
variant of tacrolimus” [4]), this agent has also found its way
into clinical practice [4, 30].

| would like to bring some terminological clarity to the
term “macrolide”, since physicians most often associate it
with antibiotics. Macrolides are chemical compounds that
have in their structure a macrocyclic ring of carbon atoms
closed by lactonization; initially the term “macrolides” was
proposed by Woodward to designate antibiotics that have
a macrocyclic lactone structure [31], but later it acquired
a broader interpretation [32—-34]. Many representatives of
macrolides have immunomodulatory and anti-inflammatory
effects in addition to the main antibacterial or antifungal
effect: for example, a wide range of such effects is described
for such antibiotics as erythromycin, clarithromycin,
roxithromycin [35].

The question also arises, what is the evolutionary
meaning of the production of calcineurin-inhibiting
compounds by prokaryotes? The point is that these
producers compete for habitat and food resources with
eukaryotes — fungi, which use calcineurin in their cell cycle;
inhibition of calcineurin in fungi prevents their growth and
gives a competitive advantage to prokaryotes [4, 36, 37].
Actually, for this reason, drugs of the calcineurin inhibitor
class show some antifungal effects as a “positive side
effect”; thus, in the early stages of tacrolimus development, it
was demonstrated that it had high activity against Fusarium
oxysporum and Aspergillus fumigatus, but had no activity
against dermatophytes and yeasts [38]. Later, its activity
against fungi of the genus Malassezia was found [4, 39, 40],
which increases the clinical value of tacrolimus in the off-
label treatment of seborrheic dermatitis and tinea versicolor,
as well as in the treatment of atopic dermatitis affecting
the face and neck, where sensitization to these fungi plays
a particularly important role [41].

The compound obtained by Fujisawa scientists —
tacrolimus — showed a very high immunosuppressive
activity in vitro: when comparing the ability to suppress
the mixed lymphocytic reaction with cyclosporine A and
prednisolone, the IC,, value (inhibitory concentration
suppressing the reaction by 50 %) in a mouse model obtained
values of 0.32 nmol for tacrolimus, 27 nmol for cyclosporine
and 17 nmol for prednisolone, while in the human model the
values were 0.22 nmol, 14 nmol and 80 nmol, respectively,
i.e. the immunosuppressive activity of tacrolimus exceeded
that of the comparators by orders of magnitude. Further
studies on the ability to inhibit the cytotoxic response of
T lymphocytes by suppressing the expression of IL-2 and
its receptor gave IC,, values of 0.1 nmol for tacrolimus and
10 nmol for cyclosporine, i.e. the activity of tacrolimus was
100 times higher [26,38,42].

This information laid the fundamental basis for the
systemic use of tacrolimus in transplantology — the main
pathogenetic role in transplant rejection is played by T-cell
reactions mediated by CD8* cytotoxic lymphocytes and
“conductors” — Th1 cells. In 1989, clinical trials of tacrolimus
in transplantology began, and in 1993 it was first approved
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under the trade name Prograf®, becoming a new revolution
in this field of medicine — its efficacy was significantly
superior to its predecessor, cyclosporine A [1, 43, 44].
Subsequently, the efficacy of systemic therapy with
tacrolimus was demonstrated in a wide range of autoimmune
diseases, including dermatoses — this, in principle, was
expected, based on their T-cell pathogenesis [1, 45 , 46].
It is noteworthy that in the early stages of the development
of pimecrolimus, attempts were also made to apply it
systemically, but later they were abandoned — pimecrolimus
is used only topically [47, 48].

An important serendipitous observation for dermatology
was an unexpected beneficial effect observed in transplant
patients receiving systemic therapy with tacrolimus —
in the presence of background atopic dermatitis or
psoriasis, a marked improvement in these dermatoses was
observed [1,49]. Based on this observation, the concept of
topical application of tacrolimus for the treatment of various
skin diseases while avoiding systemic side effects was born.
In 1996, clinical trials of tacrolimus in ointment formulation
began, and in the early XXI century it entered the world
markets under the trade name Protopic®. The trade names
Prograf® and Protopic® have a certain semantics: “graf” in
the name of the systemic drug Prograf® is taken from the
English word “graft”, i.e. “Pro-graf’ = “for graft”’, and “topic” in
the name Protopic® is taken from the English word “topical”,
“Pro-topic” = “for topical application”.

How is the mechanism of action of tacrolimus realized?
To manifest calcineurin-inhibitory activity, it must first bind to
the immunophilin family protein FKBP (FK-binding protein,
from the original code of tacrolimus — FK506), also known
as immunophilin-12 [4, 20, 49]. For reference, immunophilins
are endogenous cytosolic peptidyl-prolyl  cis/trans
isomerases (PPIs) involved in protein folding processes
and many other cellular functions [20, 50]. The tacrolimus +
immunophilin-12 complex inhibits calcineurin, making it
impossible to dephosphorylate the transcription activation
factor NFAT and thus its translocation to the nucleus, which
prevents lymphocyte activation and expression of a wide
range of proinflammatory cytokines (see Figure 2) [4, 20, 49].
This fundamentally distinguishes the mechanism of action of
tacrolimus from that of glucocorticosteroids — the latter are
non-selective immunosuppressants and also cause multiple
endocrine and metabolic effects (see Figure 1) [51, 52].

The differences in the mechanism of action explain an
important difference between tacrolimus and TCS — the
absence of side effects characteristic of GCS, including
atrophogenicity and negative effects on the morphofunctional
characteristics of the epidermal barrier. Unlike the latter,
therapy with tacrolimus ointment leads to the improvement
of epidermis structure and thickness, has no negative effect
on collagen synthesis, increases hydration, integrity and
cohesion of the stratum corneum, reduces protease activity
and its pH, leads to a decrease in transepidermal water
loss, has a positive effect on the extent of lipid membranes
in the intercellular spaces of the stratum corneum (see
Table 1) [53, 54]. This valuable property makes it possible to
use tacrolimus ointment for a much longer period of time than
TCS, including for maintenance therapy, which is important
for many dermatoses with chronic recurrent course.

At the same time, tacrolimus ointment has some specific
side effects characteristic for the TCI class; the most typical
are burning and hyperemia of the skin during the first days
of treatment, observed in many patients. They are attributed
to the release of neurotransmitters, particularly substance
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Fig. 1. Tacrolimus mode of action. Selective T-cell immune suppression
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Fig. 2. Glucocorticosteroids mode of action. Non-selective immune suppression, multiple endocrine and metabolic effects
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Table 1. Effect of therapy with TCS and tacrolimus ointment (Protopic®) on different epidermal barrier parameters (previously published in Kruglova L.S., Petrunin D.D. Impact
of topical anti-inflammatory therapy on morpho-functional characteristics of epidermal barrier. Optimization of atopic dermatitis treatment schedules // Vestnik dermatologii

i venerologii. — 2018. — Vol. 94. — N. 4. — P. 73-82. [53])

Tabnuua 1. Bausuue tepanim TFKC 1 masbto Takponumyca (Mpotonink®) Ha pasnuyHble napameTpbl aniaepManbHoro 6apbepa (Ha ocHose [53])

Property Method/parameter TCS Tacrolimus
0oCT* negative Trend toward positive
Structure and thickness of epidermis ULTRASOUND negative positive
Collagen synthesis negative positive
Integrity and cohesion of the stratum corneum Adhesive ape/TEPY removal negative positive
Tight junction proteins negative Neutral / negative <TCS
Proteolytic activity in the stratum corneum Protease activity negative positive
Effect on pH pH-metry negative positive
Hydration Conductivity/corneometry positive positive
Lipid lamellae Biopsy/TEM** positive positive >TCS
Disturbance of differentiation Filaggrin and Na-PC*** negative Neutral / positive
Expression of antimicrobial peptides ELISA**** negative Neutral / positive

* OCT, optical coherence tomography; ** TEM, transmission electron microscopy; *** Na-PC, sodium pyrrolidone carbonate; **** ELISA, enzyme-linked

immunosorbent assay.

P, from neurosecretory granules of sensory nerve endings
in the skin — one of the suggested mechanisms is
phosphorylation of TRPV1; later, as neurotransmitter stores
are depleted, the burning subsides and an antipruritic effect
is achieved [55, 56]. This side effect limits the possibility
of using tacrolimus ointment as a starting therapy in acute
inflammatory processes, where it may be aggravated; in
such cases, it is preferable to start treatment with TCS, with
the possibility of switching to tacrolimus ointment later on.

Use of tacrolimus ointment for unapproved

indications (off-label)

Hundreds of skin diseases are characterized by
disorders of the T-cell immune response, in which the
use of selective T-cell immunosuppressant is scientifically
grounded and clinically justified. It is not surprising that the
emergence of the TCI class aroused great interest of the
medical community, which has led to extensive experience
with these agents in indications far beyond those formally
approved. The evidence base accumulated to date has
made it possible to include tacrolimus ointment in numerous
clinical guidelines covering a multitude of nosological units
(see Table 2) [57-60].

The following will provide information on the accumulated
experience with tacrolimus ointment for specific skin
diseases.

Use of tacrolimus ointment in vitiligo

Vitiligo is a chronic disease of unknown etiology
characterized by the appearance of depigmented patches
and discolored hair on various parts of the body due to the
destruction and reduction of melanocytes in the skin.

Although there are a number of theories regarding the
pathogenesis of vitiligo, including oxidative, neurohumoral
and some others, currently the leading role is attributed
to autoimmune mechanisms — about 85 % of genes
associated with predisposition to vitiligo encode proteins
somehow related to the immune response [61]. Autoreactive
CD8* cytotoxic T lymphocytes and the key cytokine INF-y
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produced by them, which induces the production of
chemokines CXCL9 and CXCL10 by keratinocytes, are
considered to be the main cell population from the point
of view of pathogenesis; the latter are necessary for the
recruitment of CD8* lymphocytes to the lesion foci [62-63].
Moreover, the rate of vitiligo recurrence within a year after
achieving repigmentation is 40 %; this is attributed to the
persistence of tissue-resident CD8* memory T cells in the
skin, the reactivation of which leads to the resumption of
the pathologic process [63]. Thus, the use of calcineurin
inhibitors as selective T-cell immunosuppressants in
vitiligo is pathogenetically justified. In addition, vitiligo
usually requires long-term treatment, making the lack of
atrophogenic potential and endocrine effects of tacrolimus
ointment a definite advantage.

According to informal verbal communications with
commercial departments of Astellas and LEO Pharma,
in some Central Asian CIS countries prescriptions of
tacrolimus ointment for vitiligo treatment by dermatologists
often exceeded the prescription for the approved indication,
reflecting a high demand for this therapeutic option.

Clinical studies on the use of tacrolimus ointment in
vitiligo are so numerous that even a simple listing of them will
not fit into the format of a review article; therefore, emphasis
will be placed on the results of meta-analyses systematizing
accumulated clinical data.

Arora CJ et al. [64] conducted a systematic review of
randomized clinical trials to evaluate the efficacy and safety
of tacrolimus ointment for vitiligo in mono- and combination
therapy. A total of 19 studies including 814 patients were
included in the analysis. Meta-analysis of two studies using
a random-effects model showed that combination therapy
with tacrolimus and narrow-band ultraviolet (NB-UVB) was
more effective than NB-UVB alone in terms of achieving
> 75 % repigmentation [OR 1.34 (95 % CI: 01.05-1.71),
P = 0.02]. Tacrolimus and steroids had similar efficacy in this
criterion [OR 1.02 (95 % CI: 0.19-5.51), P = 0.98]. A meta-
analysis of two studies showed that combination therapy
with fractional laser and tacrolimus was not superior to
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Table 2. Representation of tacrolimus ointment in clinical guidelines. The GLs of the Russian Society of Dermatovenerologists and Cosmetologists, the European Academy
of Dermatology and Venereology (EADV), the European Dermatology Forum (EDF) and the German Society of Dermatology (DDG) were analyzed

Tabnuua 2. MpeCcTaBNeHHOCTb Masi TaKpOUMYCa B KIMHNYECKIX PEKOMEHLALVSX

Clinical guidelines RSDVC [57] European [58-60]
Autoimmune photodermatoses No GL YES
Balanoposthitis No GL YES
Bullous pemphigoid NO YES
Vitiligo YES YES
Alopecia areata YES No GL
Annular granuloma YES No GL
Itching No GL YES
Contact dermatitis YES YES
Lupus erythematosus YES YES
Lichen planus NO YES
Linear IgA dermatosis No GL YES
Lipoid necrobiosis YES No GL
Localized scleroderma YES YES
Pemphigus NO YES
Rosacea YES YES
Seborrheic dermatitis YES No GL
Lichen sclerosus YES YES
Eczema YES YES*
Psoriasis NO YES

* Hand eczema

tacrolimus monotherapy in achieving > 75 % repigmentation
[OR 2.11 (95 % CI: 0.87-5.09), P = 0.10]. The authors stated
that the combination of tacrolimus with other treatments
such as steroids, phototherapy, and laser therapy may be
more effective than tacrolimus alone.

A meta-analysis by Chang HC et al. [65] compared the
efficacy of TCl and TCS (as classes) in vitiligo; data from
11 studies including a total of 509 patients were processed.
In the pooled analysis, the efficacy of TCI was lower than
that of TCS in terms of achieving > 50 % repigmentation (OR
0.72; 95 % ClI, 0.58-0.89); however, TCls were comparable
to TCS in terms of > 75 % repigmentation (OR 0.78; 95 % Cl,
0.56-1.10). In a subgroup analysis, when TCSs were divided
into medium potency and super potent TCSs, TCls showed
a similar effect in terms of > 50 % repigmentation compared
with medium-strength TCSs. In addition, no difference in
> 50 % and > 75 % repigmentation was found between TCS
and TCl when the pediatric group was treated. Subgroup
analysis by different TCls also yielded similar results. Super-
high potency TCSTCSs showed greater efficacy than TCls
in terms of > 50 % repigmentation, but TCls may be a safer
alternative to them, especially with long-term use.
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A systematic review and meta-analysis by Suo DF et al.
[66] analyzed the efficacy of tacrolimus ointment and 308 nm
excimer laser in the treatment of facial vitiligo in monotherapy
and in combination; data from 19 studies (n=2085) were
processed. Combination therapy with tacrolimus ointment
and excimer laser was found to be statistically significantly
superior to each of the therapeutic options in monotherapy
(P < 0.001 by the overall response rate criterion for both
comparisons).

Dong Y et al. [67] devoted their meta-analysis to
the efficacy of tacrolimus ointment in vitiligo combined
with phototherapy, including 11 studies encompassing
588 patients. Compared with phototherapy alone, combined
treatment with tacrolimus and phototherapy significantly
increased the rate of excellent response (repigmentation
> 75 %) (OR = 1.40, 95 % CI 1.16, 1.69; P < 0.001) and
decreased the rate of poor response (repigmentation
<25%) (OR=0.37,95% Cl0.22,0.61; P =0.001). However,
the frequency of good response (50-75 % repigmentation)
(OR =1.00, 95 % CI 0.59, 1.69, P = 1.000) and moderate
response (25-50 % repigmentation) (OR = 0.91, 95 % CI
0.60, 1.38; P = 0.653) did not differ significantly. Subgroup
analysis showed that when lesions were localized to the
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face and proximal extremities, combination treatment had a
higher rate of excellent responses than phototherapy alone.
Both NB-UVB and excimer laser, when used in combination
with tacrolimus ointment, resulted in significantly higher rates
of excellent responses than when used in monotherapy.
Meta-regression analysis showed that children had
a higher frequency of excellent response to treatment.
Other demographic and clinical variables, including gender,
disease duration, family history, and type of vitiligo, did
not influence the efficacy of therapy. The combination of
tacrolimus ointment and phototherapy was more effective
than phototherapy alone, especially for lesions located on
the face and proximal limbs.

In addition to the above data, an interesting
experimental work demonstrating histologic differences
in patients receiving monotherapy with narrowband
ultraviolet light and combination therapy with NB-UVB and
tacrolimus ointment was performed by Gauthier Y et al. [68].
Clinically, intrafollicular repigmentation was observed in the
combination therapy group in addition to perifollicular and
marginal pattern. Histologically, in addition to the migration
of melanocytes from the hair follicle bulb observed in the
monotherapy group, dermal melanocyte precursors located
in the mid and superficial dermis were first detected in the
combination therapy group. The authors note that tacrolimus
may not only potentiate the activation of hair follicle and
dermal melanocyte precursors by NB-UVB, but also protect
them from autoimmune destruction during migration from
the dermis to the epidermis.

Another systematic review and meta-analysis of the
outcomes of vitiligo TCI treatment was conducted by Lee
JH et al. [69]. The evaluation criteria were to achieve a mild
(= 25 % repigmentation), moderate (> 50 %), or marked
(=75 %) response to treatment. Forty-six studies with a total
sample of 1499 patients were included in the analysis. With
TCI monotherapy, at least a mild response was achieved
in 55.0 % (95 % ClI, 42.2 %-67.8 %) of 560 patients in
21 studies, at least a moderate response in 38.5 %
(95 % Cl, 28.2 %-48.8 %) of 619 patients in 23 studies, and
a marked response in 18.1 % (95 % ClI, 13.2 %-23.1 %) of
520 patients in 19 studies at a median treatment duration
of 3 months (range 2-7 months). In a subgroup analysis
for face and neck lesions, at least a mild response was
observed in 73.1 % (95 % ClI, 32.6 %-83.5 %) of patients
and a marked response in 35.4 % (95 % Cl, 24.9 %-46.0 %)
of patients. When TCl was used in combination with
phototherapy, at least a mild response was achieved in
89.5 % (95 % ClI, 81.1-97.9 %) of patients, and a marked
response was achieved in 47.5 % (95 % Cl, 30.6-64.4 %) of
patients. The authors conclude that TCI should be actively
used for the treatment of vitiligo, both in monotherapy and
in combination with phototherapy.

There are also data on maintenance therapy of
vitiligo with tacrolimus ointment by the schedule 2 times
a week. Cavalié M et al. [70] conducted a double-blind,
randomized, placebo-controlled study that included
patients with vitiligo which had previously achieved
> 75 % repigmentation. They received therapy with 0.1 %
tacrolimus ointment (n = 19) or placebo (n = 16) twice
weekly for 24 weeks. When analyzing a sample of patients
who completed treatment according to the protocol, it was
found that re-depigmentation was observed in 40 % of foci
in patients receiving placebo and only 9.7 % in patients
receiving tacrolimus ointment (P=0.0075), indicating the
efficacy of this approach.
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Use of tacrolimus ointment in fibrotic

connective tissue diseases

Among dermatoses of this category, the greatest
amount of clinical data on the use of tacrolimus
ointment was obtained for lichen sclerosus and localized
scleroderma.

The pathogenesis of localized scleroderma is
multifactorial: the main role is attributed to autoimmune
disorders, excessive collagen deposition in the skin and
subcutaneous tissue, microcirculatory disorders. Following
exposure to trigger factors, T-cells are activated and
produce key profibrotic mediators, including transforming
growth factor-f, platelet-derived growth factor, connective
tissue growth factor, interleukins (IL-4, 6, 8, 17, IFN-y),
and some chemokines. This leads to increased synthesis
and deposition of collagen and other connective tissue
components in the skin and subcutaneous tissue,
impaired regulation of matrix metalloproteinases
(MMPs) responsible for collagen degradation, impaired
microcirculation. Characteristic histopathologic picture
with predominance of lymphocytic infilirate from CD4+
T-cells and predisposition of scleroderma patients to
other autoimmune diseases [71, 72]. Lichen sclerosus
is considered by many authors as a type of localized
scleroderma with predominantly genital skin lesions and
has a similar pathogenesis [71, 72]. Thus, drug-induced
suppression of the T-cell response corresponds to the
pathogenetic features of this pathology.

The first description of clinical study of tacrolimus
ointment application in localized scleroderma belongs
to Mancuso G and Berdondini RM [73]. There were
7 patients under observation, which applied tacrolimus
ointment 0.1 % twice a day for 3 months on some foci
of scleroderma, and on others — vaseline ointment
(control). Three months later, all 7 patients showed
complete resolution of early foci and significant
improvement of late foci (the latter softened, but atrophic
and scarring changes remained) treated with tacrolimus;
no dynamics was observed in the foci on which vaseline
was applied.

The results were further confirmed in a double-blind
randomized controlled trial by Kroft EB et al. [74] with
a similar design, where 10 patients with plaque form of
localized scleroderma were treated with tacrolimus ointment
and vaseline (control) for 4 months. The foci on which
tacrolimus was applied showed a positive trend, and the
differences with vaseline were statistically significant based
on the assessment of clinical signs (p = 0.019) and on
durometry data (p < 0.005).

Finally, Stefanaki C et al. [75] conducted an
open trial (n = 13) of topical therapy for localized
scleroderma with 0.1 % tacrolimus twice daily;
an immunohistochemical study was additionally
performed. Four patients improved less than 25 %, two
patients improved 50-70 %, and the remaining seven
patients improved more than 70 %. Patients with dense
long-standing lesions responded worse to treatment
than patients with less dense and more erythematous
lesions. Patients with mild to moderate fibrosis were
histologically more likely to improve after treatment,
and the lymphocytic infiltrate decreased regardless of
the initial degree before treatment. It was concluded
that topical tacrolimus therapy can be used in patients
with localized scleroderma, especially those with early
inflammatory lesions, even as first-line therapy.

BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(5):45-57 B
Vestnik Dermatologii i Venerologii. 2025;101(5):45-57 W



REVIEW / OB30P JIMTEPATYPbI

Significantly more clinical data have been accumulated
on the use of tacrolimus ointment for the treatment of lichen
sclerosus.

Hengge UR et al. [76] conducted a multicenter
(10 centers) phase Il study of the efficacy and safety of
tacrolimus ointment in the treatment of long-term active
lichen sclerosus. Eighty-four patients aged 5 to 85 years
with histologically confirmed disease were included; all
received treatment with tacrolimus ointment 0.1 % twice
daily for 16 weeks. The primary endpoint (complete
resolution of symptoms) was achieved in 43 % of patients
after 24 weeks of treatment; partial resolution was
achieved in 34 % of patients. The maximum effect occurred
between weeks 10 and 24 of therapy. Treatment resulted
in a significant reduction in total lesion area (P < 0.01) and
a significant reduction in total symptom score (P < 0.005).
No serious adverse events were observed. Three (9 %)
relapses were noted during the follow-up period. The
authors concluded that tacrolimus ointment is an effective
and safe therapeutic option for the treatment of lichen
sclerosus.

Another prospective phase Il study by Ebert AK et al. [77],
investigated the use of tacrolimus ointment as adjuvant
therapy in 20 boys (mean age 9.7 years) with histologically
confirmed lichen sclerosus, which had undergone penile
surgery (complete excision of the foreskin). Tacrolimus
0.1 % ointment was applied postoperatively to the penile
head and meatus twice daily for 3 weeks. During follow-
up of a median duration of 13 months, 2 recurrences were
recorded, which were completely resolved after a second
3-week course of tacrolimus ointment.

Two studies by Mazzilli S et al. [78] and Li Y et al. [79]
were devoted to the use of 0.03 % tacrolimus ointment for
the treatment of vulvar lichen sclerosus in children (girls
aged 4-9 years (n=10) and 4-11 years (n=14), respectively).
Both publications noted the efficacy and safety of the
treatment.

Funaro D etal. [80] published the results of a randomized
double-blind prospective study involving 55 women with
vulvar lichen sclerosus, which were treated with 0.1 %
tacrolimus ointment or 0.05 % clobetasol propionate for
3 months. Meaningful improvement was noted in both
groups, but efficacy was greater in the clobetasol group
(P < 0.002). Previously, similar results were obtained by
Goldstein AT et al. [81] when comparing clobetasol with
pimecrolimus cream — the efficacy of clobetasol was also
higher than TCI. At the same time, the question of safety of
TCSs of activity class IV remains open, especially in long-
term treatment.

In this context, the works devoted to the use of
tacrolimus ointment for long-term maintenance therapy
of lichen sclerosus are of interest. Thus, in the above-
mentioned study by Li Y et al. [79], after a basic 16-week
course of treatment, 9 out of 14 patients continued to receive
tacrolimus ointment 0.03 % twice a week for 6 months.
During follow-up, relapses were noted in 4 of 5 patients
which received only the main course of treatment and in
only 2 of 9 (22 %) which received maintenance therapy.
In another study by Kyriakou A et al. [82], men with genital
lichen sclerosus which responded to starting therapy with
clobetasol propionate for 8 weeks received maintenance
therapy with 0.1 % methylprednisolone aceponate cream
twice weekly (n = 17) or 0.1 % tacrolimus ointment once
daily (n = 20) until week 20. By the end of treatment, both

B BecTHUK gepmaTonorumn n BeHeponorun. 2025;101(5):45-57
B Vestnik Dermatologii i Venerologii. 2025;101(5):45-57

453

groups showed a significant decrease in DLQI and mean
visual analog scale score, mean IGA score remained
0; there were no significant differences between the
comparison groups.

A noteworthy study on the efficacy of 0.1 % tacrolimus
ointment in lichen sclerosus of anogenital and extragenital
localization was conducted by Kim GW et al. [83]; 10 and
6 patients were included, respectively. Objective response
to treatment was achieved in 9 of 10 patients with genital
localization, and only 1 of 6 (partial) with extragenital
localization. The authors concluded that tacrolimus ointment
is an effective treatment for genital lichen sclerosus, but
cannot be recommended for extragenital localization.

Thus, the data available to date suggest that
tacrolimus ointment is a valuable therapeutic option for the
treatment of lichen sclerosus with anogenital localization
in children and adults, including long-term maintenance
therapy; the effect of treatment in extragenital localization
seems unlikely.

Conclusion

Over the past twenty-five years since the introduction
of tacrolimus ointment into clinical practice, the drug has
firmly taken its place in the arsenal of dermatologists and
related specialists. In the first part of the review the history
and stages of development of tacrolimus ointment were
considered in detail, which allowed to trace the evolution
of views on the possibilities and limitations of topical
calcineurin inhibitors. Particular attention is paid to the
pharmacological characteristics of the drug, including its
mechanism of action, pharmacokinetics and interaction
with target cells.

The mechanism of action of TClI — selective
immunosuppression of T-cell immune response - determines
its efficacy in the treatment of a wide range of dermatoses,
the pathogenesis of which is based on the activation of
certain subpopulations of T-lymphocytes.

An important part of the first part of the review
was the discussion of the problem of off-label use of
drugs in dermatology, which reflects the current trends
of personalized medicine and the desire to expand
therapeutic options for patients with chronic and recurrent
skin diseases. Using vitiligo and fibrotic connective tissue
diseases as examples, this review provides an in-depth
evaluation of the evidence supporting the use of tacrolimus
ointment beyond its approved indications. The analysis
of numerous clinical studies, including randomized
controlled trials, confirms the efficacy of the drug, as well
as its favorable safety profile in long-term use in adults
and children. This allows to consider tacrolimus ointment
as one of the important alternative options, especially
in cases when standard therapies prove insufficiently
effective or carry a risk of adverse events.

In the future, we can expect a significant expansion
of the arsenal of topical immunosuppressive therapies —
topical inhibitors of Janus kinases, phosphodiesterase-4,
aryl hydrocarbon receptor agonists, etc. are undergoing
clinical trials and are being introduced into practice,
demonstrating similar clinical efficacy, but the important
role of tacrolimus ointment is likely to persist, as the
extensive evidence base accumulated over 25 years
makes it difficult for newer agents to reach this level in
the near term and will require large-scale investments and
many years of study. [l
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IIBIT TEPAINU akHe n3oTpeTruHonHoM-Lidose

© Xapyunasa M.I'.*, Camuos A.B.

BoeHHo-MeanumHekas akaaemus uvern C.M. Kuposa, CaHkT-lleTepbypr, Poccus

O6ocHoBaHue. o faHHbIM BcemupHor opraHmMsauumn 3gpaBooxpaHeHus, okono 85% HaceneHus
nnaHeTbl cTpagatT akHe. [na Tepanuu cpegHeTaxenbix OpM 3TOro 3a6oneBaHns LUMPOKO
NCNonb3yeTcs U30TPETUHOMH, KOTOPbLIA AEMOHCTPUPYET BbICOKYIO KITMHNYECKYI0 3PEKTUBHOCTD.

B paHHOM cTaTbe NpeAcTaBneH aHanu3 KIIMHNYECKOro onbiTa NMPMMEHEHUs npenapara u30TPeTUHOWH!
y NaumneHToB CO cpefHeTsXeNbiMn hopmamMu akHe. NpruMeHeHne NHHOBaLMOHHOW 3anaTteHToOBaHHOM
TexHonoruu Lidose No3BONSET CHU3UTb CYyTOYHYIO [O3Y aKTUBHOro BellecTsa Ha 20% 6e3 YyMeHbLUEeHUs
KIIMHU4Yeckon 3pheKTUBHOCTU Npenapara, YTo MOXeT CNOCO6CTBOBAThL YNYy4LLEHWUIO ero
NepeHOCMMOCTU U NOBLILLIEHUIO MPUBEPXXEHHOCTU MaLMEHTOB K JIEYEHMIO.

Llenb uccnepoBanus. OLeHNTb KNMHUYECKYI0 3(hEKTMBHOCTL Npenapara N3oTpeTUHOMHA,
pa3paboTaHHOro ¢ UCnosnb3oBaHneM TexHonorum Lidose, kancynsl 8 Mr n 16 mr.

MeTopabl. B pamkax HacTosLLero nccnenosaHuns npoaHanuanpoBaHbl JaHHble 915 nauMeHToB,
noJlyyasLUNX Tepanuio ¢ MpUMEHEHNEM N3OTPETUHOMHA, pa3paboTaHHYIo C MCNOSIb30BaHNEM TEXHOSIOMUK
Lidose, B Te4eHMe nocnegHnx Naty net. Bce naumeHTbl 661511 NponeyeHsbl Mo NoBoAY akHe CPeaHETAXENON
1 TsHxenon cteneHun. JosmpoBka npenaparta coctasnana 0,4—0,8 Mr/kr macchl Tefia B CyTKU.
Pe3ynbTaTtbl. Tepanus N3oTpeTUHOMHOM MNoKasasa BbICOKY 3P(PEKTUBHOCTb Tepanuu cpegHemn

n TsHKenon popm akHe. KnmHunyeckas pemmccus, onpegesieHHas Kak rnosiHoe unu no4tu nonHoe
NCYE3HOBEHWNE KOXHbIX BbiCbiNaHu (oueHka IGA — 0 unu 1), 6bina gocTurHyTa y 872 naumeHToB
(95,3%). 3Ha4MMOE yny4LLeHMe COCTOSHNS KOXMW, XapaKTePU3YIoLLEecs CHMKEHNEM THXKECTHU

aKHe Ha > 2 6anna no wkane Investigator’s Global Assessment (IGA), 66110 3aperMcTpmpoBaHo

y 700 naumeHToB (76,4%) yxe yeped 3 mecsua Tepanun. B cpegHeM KOnMMYeCcTBO BOCNaNMTENbHbIX
anemMeHToB (Manyn, NycTy/, y3N0B) CHU3WOCh Ha 89,2% K 3aBepLUEHMIO Kypca fedeHus (p < 0,001).
3aknioveHune. IHHOBaUWOHHaA nekapcTBeHHas hopma N30TPEeTMHONHA, pa3paboTaHHas

C NpYMeHeHneM TexHonorum Lidose, xapaktepmayeTcs BbICOKON 3EKTUBHOCTLIO U XOPOLLEN
NepPeHOCMMOCTbI0. DTO NO3BONSAET paccMaTpmBaThb €€ KaK MOSIHOLLEHHYIO anbTepHaTMBY OpUrMHaibHOMY
MU30TPETUHOMHY C ONTUMU3UPOBAHHON BUOAOCTYNHOCTLIO, O6ecrneymBaroLLen JOCTUXEHNE
TepaneBTUYEeCKOro spdeKTa Npu CHUXKEHHbIX [O3MPOBKAaX.

Knto4eBble CNOBA: akHe; nsoTpeTnHouH; Lidose

KOHMNUKT MHTEPECOB: aBTOpbI AEKNapUpyoT OTCYTCTBME IBHbIX M MOTEHLMANbHBIX KOH(DIIMKTOB MHTEPECOB,
CBSI3aHHbIX C Ny6nukaumen HacTosiLLen ctaTbu.

NCTOYHUK PMHAHCUPOBAHUS: pyKONUChL NOArOTOBNEHA U OMY6/IMKOBaHa 3a cHeT (DMHAHCUPOBAHUSI KOMMaHUEN
AOPAH.

Cornacve nauMeHTOoB: nauneHTbl JO6POBOJILHO NOANUCANN MHDOPMUPOBAHHbIE COrnacus Ha nyénmKaumto
nepcoHanbHOM MeAULNHCKON MHopMaunmn B 06e3nm4eHHon hopMe B XypHarne «BecTHuk gepmaronormm

N BEHEepOosornm».

Ons untnpoBaHus. Xapunnaea M., Camuos A.B. OnbIT Tepanum akHe 30TpeTMHOUHOM-Lidose. BecTHuk
gepmaronorumn n seHeponoruun. 2025;101(5):58-64. DOI: https://doi.org/10.25208/vdv16921 EDN: wxaybf
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Experience with 1sotretinoin-lidose acne therapy

© Maya G. Kharchilava*, Alexey V. Samtsov

Military Medical Academy named after S.M. Kirov, Saint Petersburg, Russia

Background. According to the World Health Organization, about 85 % of the global population suffers
from acne. Isotretinoin, showing high clinical efficacy, is widely used for the treatment of moderate forms
of this disease. This article presents an analysis of the clinical experience with isotretinoin? in patients with
moderate acne. The use of Lidose innovative patented technology allows for a 20% reduction in the daily
dose of the active ingredient without compromising the clinical efficacy of the product which can improve
its tolerability and enhance patient compliance.

Aim. To evaluate the clinical efficacy of isotretinoin, developed using Lidose technology, at doses of 8 mg
and 16 mg.

Methods. This study analyzed data from 915 patients who received an innovative form of isotretinoin
developed using Lidose technology over the past 5 years. All patients were treated for moderate to severe
acne. The product dose was 0.4—0.8 mg/kg body weight per day.

Results. Isotretinoin therapy showed high efficacy in the treatment of moderate to severe acne. Clinical
remission defined as complete or almost complete resolution of skin rashes (IGA score of 0 or 1) was
achieved in 872 patients (95.3%). A significant improvement in skin condition, characterized by reduction
in acne severity by > 2 points on the Investigator’s Global Assessment (IGA) scale, was observed in

700 patients (76.4%) after 3 months of therapy. Generally, the number of inflammatory sites (papules,
pustules, and nodules) decreased by 89.2% by the end of the treatment course (p < 0.001).

Conclusion. The innovative dosage form of isotretinoin developed using Lidose technology is
characterized by high efficacy and good tolerability. This allows to consider it as a full-fledged alternative to
the original isotretinoin with optimized bioavailability which ensures therapeutic effect at reduced dosages.

Keywords: acne; isotretinoin; Lidose
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Il O6ocHoBaHue

AKHe npefcTaBnsaloT co60M XpOHUYECKoe Bocnanu-
TenbHoe 3aboneBaHWe KOXW C BOBJIeYEHMEeM carnbHO-
BOJIOCAHOro annaparta. KnuHuyeckas kapTuHa xapak-
TepuayeTcsa (QOPMUPOBAHMEM OTKPbITLIX U 3aKPbITbIX
KOMe[OHOB, nanyn, NycTyn unv y3nos, 4yalie nokanuay-
IoLMXCA Ha nuue 1 TynosuLle. [NopaXeHne KOXn MoxeT
CconpoBoOXAaTbCA 60MeBbIMU OLLYLLIEHUSAMWN, SPUTEMOMN,
NocTBOCNANUTENbLHOW TruUMeprnMrMeHTaumen, a Takxe
passuTvem pybuos [1]. ABnAscb ogHUM U3 cambIX pac-
NPOCTPaHEHHbLIX AepMaTtoniormyeckux 3abonesaHun,
akHe BcTpeyatoTcs y 80—85% nogpocTkoB M oo 12%
B3pochbix [1, 2]. HecMoTps Ha TO 4TO 3ab6oneBaHue
He yrpoxaeT XWU3HW, OHO OKa3biBaeT BbIpaXeHHOe BNU-
SIHWEe Ha Ka4yeCTBO XM3HWU NauneHTOoB, Bbl3biBas 3MOLMO-
HanbHbIA AUCKOMMOPT, CHUXKEHNE CaMOOLEHKU U coLun-
anbHyto nsonauuio [3].

MaToreHes akHe BKIOYAET HECKOMbKO KITHOYEBbIX
(haKTopoB, TaKUX Kak rurnepkeparvHnsaumsa qonnmkynos,
yCUneHHaa cekpeumss cebyma, KonoHusaums 6GakTepuen
Cutibacterium acnes v passBuTMe BOCMANUTENbHOW pe-
akumm. OTU 4YeTblpe KOMMOHEHTa TECHO B3aMMOCBSA3aHbI
1 OPMUPYIOT 3aMKHYTBIN MaTonorn4yeckuin Kpyr, nopaep-
XMBaAKOLNA XPOHUYECKOe TeyeHue 3abonesaHusa [3]. Us-
6bLITOYHOE OPOrOBEHNE KNETOK (POSNNMUKYNAPHOrO aNUTENUs
NPVBOAUT K 3aKyrnopKe BbIBOJHOMO MPOTOKa CarbHOW Xe-
nes3bl 1 06pa3oBaHUI0 KOMELOHOB. ITOT MpoLecc perynu-
pyeTca Taknmmn hakTopamu, Kak akTUBHOCTb CUrHaIbHOro
nyTn IGF-1/PI3K/AKT un cHmXeHne akTMBHOCTU TPaHCKPUI-
LUMoHHbIX dhakTopoe FoxO1 u p53 [4, 5]. Mog gencTemem
aHpporeHoB u IGF-1 ycunuBaetcs nunoreHes B ceboum-
Tax. KrnoyeBbiMM perynatopaMmyM 3TOro rnpouecca sBns-
0TCA TpaHckpunumoHHble dakTopbl SREBF1, AR, PPAR
n STAT3 [6]. 3akynopka onnukyna co3gaeT aHas3pobHbIe
yCrnoBusi, CNOCO6CTBYOLME pasdmMHoXeHuo C. acnes. Kom-
MOHEHTbI KNeTo4HoW cTeHkn C. acnes aktueupyroT TLR2
n TLR4, 4To 3anyckaeT Kackapf nposocnanuTenbHbIX LUTOo-
KunHOB, BKNtodas IL-1p, IL-6, IL.-8 u TNF-a [7, 8].

N3oTpeTHOUH — npenapart, pagukanbHO M3Me-
HUBLLMWA NOAXOA K NEYEHUIO TAXENbIX U PE3UCTEHTHbIX
K Tepanun hopM akHe 6narogaps cBoen crnocobHOCTH
BO3[eNCTBOBaTb Ha BCE 3BEHbs naroreHesa 3TOro 3a-
6onesaHus [8].

F1BNSAACL CUHTETUYECKMM aHanoromMm peTMHOEBOW KWUC-
noTbl — aKTUBHOW HOPMbI BUTAMUHa A, U3OTPETUHOWH
OKasblBaeT MOLLHOe MOofynupylollee OEenNcTBUE Ha carb-
Hble Xenesbl Yepes3 CBA3bIBaHWE C AAEPHbIMU PeTUHOUA-
HbIMM peuenTopamMu, BKOYas PeTUHOMAHbLIE KUCIOTHbIE
peuentopbl (RAR) n petuHona-X-peuentopbl (RXR). lNo-
cfle MPOHUKHOBEHWNS B CEO60LNTLI U3OTPETUHONH CHUXaeT
3KCMPECCUIO  KITIOYEBLIX TPaHCKPUMLMOHHBLIX (PaKTopoB,
perynupylowmx nunoreHes, Takux kak SREBF1 (sterol
regulatory element-binding protein 1), AR (aHaporeHoBbI
peuentop) u PPARy (peroxisome proliferator-activated
receptor gamma). OTo NPMBOAUT K MOOABNEHWIO aKTUBHO-
CTW reHoB, OTBEeYaloLLMX 3a CUHTE3 NUMUAOB, U, Kak crnep-
CTBUWE, K 3HAYUTENBLHOMY YMEHbLLEHUIO NMpoayKuun cebyma
(Ha 80-90%) [9].

Kpome TOro, CUCTEMHbLIA W3OTPETUHOWH BbI3bIBAET
CTPYKTYPHYIO aTpouio CarbHbIX Xenes, YTo NoATBEepX-
OEHO TUCTOMOrNYecKUMM UCCnefoBaHnsaMu. YcTaHoBre-
HO, YTO npenapar HopmanuayeT npouecc ONNUKYIAPHON
KepaTuHu3auun, npepoTepallas obpa3oBaHMe MUKPOKO-
MefoHOB. TakxXe OH ob6rafaeT BblpaXeHHbIM MPOTUBOBOC-
nanuTenbHbIM 3(PMEKTOM, CHWMXAasA MNPOAYKLMIO MPOBOC-
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nanuTenbHbIX UMTOKMHOB, Takux Kak IL-1(3, IL-6 n TNF-q,
N orpaHnymnsaeT konoHmsaumio C. acnes 6narogapsi CHu-
XKEHUIO coiepXXaHUsl KOXKHOro carna, KOTopoe CIyXWT nuTa-
TenbHOM cpefon ansa aTnx 6aktepui [6, 10].

Takum 06pas3oM, OeNCTBUE WN30TPETMHOMHA Ha Bce
KItoYeBble 3BEHbA MaToreHesa akHe fenaet ero Havbonee
3(PHEKTUBHBIM CPEACTBOM MPU CpefHen n Tsxenon dop-
Max 3abonesaHus [11].

N3-3a cBoer BbICOKOW NUMNOMUIBHOCTU OPUrMHATbL-
HbI M30TPETUHOWH M3HavanbHO obrnajaeT Mnyoxon pac-
TBOPMMOCTbIO B BOfe, U ero 6MoJoCTYMHOCTb B 3HAYu-
TenbHOM CTENeHn 3aBnCUT OT Npuema rnpenapara BMecTe
C nuwen, 6oraton xmpamu. CornacHo apmMakoKnMHeTU-
YeCKMM MCCrefoBaHUaM OPUrMHaNbEHOrO N30TPETUHOUHA,
61O0[0CTYNHOCTL MpenapaTa yBenuymsanacb MpUMepHO
B 1,5-2,0 pasa, ecnn OH npuHUMAanNca OAHOBPEMEHHO
C NPUEMOM MULLK, MO CPaABHEHUIO C NPUEMOM HaTOLLAK.
Ha ocHoBe 3TuX faHHbIX, a TakXe nocnegyroLwmx uccne-
[0BaHUI, B KOTOPbIX OLeHMBanacb 6MOJOCTYMNHOCTbL N30-
TPETUHOUHA B COYETaHUWN C BbICOKOKANOPUMHOM W XUp-
HOWM nuLel (copepxatuer 50 r xupa n 800-1000 kkan),
6611 caenaH BbIBOSA, YTO A5 ONTUMAabHOro N CTabusbHO-
ro BcacblBaHUA U30TPETUHOMHA B XEeNy[o4YHO-KULLIEYHOM
TpakTe peKoMeHAyeTCsl NPUHUMATL ero BMecTe C NULLEN,
6oraton xupamu. Ecnu npenapaT npuvHMMaeTcsi HaTo-
LakK, ypoBeHb M30TPETMHOMHA B MNa3mMe KpoBKW CHWMXKa-
eTca NpuMepHo Ha 60%, YTO MOXET HeraTMBHO MNOBMUATL
Ha 3P PEKTUBHOCTL NeYeHns, 0CO6EHHO B OTHOLLEHUW [0-
CTUXKEHUA [ONTOCPOHHON pemMmuccumn akHe [12—16].

JoctuxeHne Habopa KyMynsaTUBHON Jo3bl > 120 Mr/kr
Macchl Tena MOXeT 6bITb 3aTpyAHEHO Y NauMeHToB, KOTO-
pble MMeloT HeperynspHble NuLeBble MPUBBLIYKN N He CO-
6noaanT pekoMeHaaumm rno npuemMy n3oTpeTuHorHa Bme-
CTe C [OCTaTOYHbIM KOMMYECTBOM XXMPHOW nuwn. ITO
MOXET HeraTMBHO cKa3aTbCsl Ha APEKTUBHOCTU Tepanuu
M MPUBECTU K YBENNYEHUIO KONn4ecTsa peLmanBoB y naum-
€HTOB, Mnony4varLmx cTaHaapTHYO opMy U30TPEeTUHONHA
Onsa neveHus akHe [14, 16].

B 2009 r. B Poccuitickont ®epepaunm 6610 3apermcTpu-
poBaH npenapart M30TPeTUHOMHA (TOProBoe HanMmeHoBa-
Hne — AkHekyTaH®) B fo3mpoBkax 8 n 16 mr, Bbinyckae-
MbIi komnaHnen Jadran Galenski Laboratorij (XopsaTus).
OCO6EHHOCTLIO  IEKAPCTBEHHOW (hOpPMbI  YKa3aHHOro
npenaparta fiBnseTcsa Ucnosb3oBaHne TexHonoruu Lidose
(S5.M.B. Technology, S.A., benbrusl), npegHasHa4eHHOWM
ansg MoaMULMPOBAHHOIO BbICBOOGOXAEHUA aKTUBHOIO
BelllecTBa — M30TpeTuHouHa [17-19]. Cnegyet oTMETUTB,
YTO yKas3aHHble [O3MPOBKWU OTNNYaloTCA OT TpafuLMOH-
HbIX (POPM N3OTPETUHOWHA, NpefnaraeMbiX Apyrumm npo-
M3BOAMTENSMU, KOTOPbIE 06bLIYHO NpeacTaBneHbl B f03ax
10 n 20 mr.

B 2024 r. O.N. Onucosa n U.B. Kykec nposenu aHanus
CpaBHUTENbHLIX UCCrefoBaHWii 6MOAO0CTYMHOCTU M COOT-
BETCTBYIOLLMX (papMakOKMHETUYECKUX napamMeTpos, Mo-
3BOJIMBLUMX JOKa3aTb, YTO UCXOAHbIE OO3MPOBKN 8 1 16 Mr
npenapaTta M3oTpeTUHOMHA NO TexHornormu Lidose 6wuo-
3KBMBasNeHTHbI fgo3uposkaM 10 n 20 Mr o6bI4HOM OOPMbI
n3oTpeTnHonHa. PesynbTaThl NpoBEAeHHOro aHanusa uc-
crnepoBaHWin NOATBEPAUNN BGMO3KBUBANEHTHOCTL MHHOBA-
LMOHHOro no TexHonoruu Lidose npenapata AKHeKyTaH
OpUrMHanLHOMY nekapcTBeHHOMY cpefcTsy [19].

MeTopabl
[Jln3aii ncecnenoBanns
PeTpOCI‘IeKTI/IBHoe HEKOHTpOJInpyemMoe OgHOLUEeHTPOBOe.
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KpMTBpMM COOTBETCTBHA

Kputepuu BknoyeHus:
Bo3pacT oT 18 0o 35 neT BKMAUYMTENBHO, HE3aBUCUMO
oT nona;
OMarHo3 akHe cpegHen 1 TAXEeNon CTeneHu;
OTCYTCTBME CUCTEMHOW Tepanuu akHe (BKMoYas aHTu-
6UOTMKW, TOPMOHANBbHYIO Tepanuio, PeTMHOWABI 1 Ap.)
B TeyeHue rnocnedHux 3 Mecsaues rnepep BKIOYEHEM
B 1CcrefoBaHue;
cornacvie naumeHTa Ha 1cnonb3oBaHe aPPEKTUBHBIX
METOLOB KOHTpauenuuu (ns XeHWnH AeTOPOAHOro
BO3pacTa);
nognucaHHoe nHopMmMpoBaHHoe cornacue.

Kputepuu ncknioyeHus:
6epemMeHHOCTb NN nakTaums;
0TKa3 OT MCMOJIb30BaHWA HaeXHbIX METOAO0B KOHTpa-
Lenummn y XeHLMH AeTOpoAHOro Bo3pacTa B nepuos
neyeHuns 1 B TedeHne 1 mecsua nocne OKOHYaHWs nNpw-
ema U30TPETUHOMHA;
nnaHMpoBaHne 6epemMeHHOCTMN Y NaLNEHTKW;
BbIp@XEHHbIE HapyLleHWUs (YHKLUN MeYeHUn, MoBbl-
LLEHHbIE YPOBHM NneveHo4YHbIx chepmeHToB (AJ1T, ACT),
rMNepnUNUAEMUs, He KOHTponNupyemas gueTon u/vnu
MegvKaMeHTamu;
Hanvyve [enpeccuBHbIX PacCTPONCTB B aHaMHese Unm
TEKYLLMIA NCUXUHECKUI CTaTyC, TPEOYIOLLMIA BHUMAHWS.

”pOﬂOﬂ)KMTeﬂbHOCTb necenegoBanns
AHanus APXMBHbIX OaHHbIX 3a nocnegHmne NdaTb NeT.

Venosus nposeneHuns

WccnepgoBaHve npoBOAMSIOCE Ha Kadpedpe KOXHbIX
N BeHepunyecknx 6onesHen BoeHHO-meOunUMHCKOW akage-
Mun nmenn C.M. Kuposa.

Onncanne MeaNLMHCKOro BMeLLIAaTe bCTBa

C momeHTa perucTtpauum B Poccuiickoni depe-
pauMn WHHOBaLMOHHOM NeKapCcTBEHHON (OPMbl M30-
TPeTUHOMHa C TexHonornemn MogmuMULUMPOBaHHOrO Bbl-
cBo6OXAeHNs Lidose n ee BHeipeHUSA B KIIMHUYECKYIO
nNpakTuUKy B KNMHUKE KOXHbIX U BEHEpU4eCKnx 6ones-
Helh BoeHHO-mMeguunHckon akagemum mmeHn C.M. Ku-
poBa HakonseH 3Ha4YnTeNbHbIN OMNbIT NPUMEHEHNSA 3TOrro
npenaparta y naumeHToB C TAXenbiMU hopMaMn akHe.
AHanu3 apxuBHbLIX faHHbIX 3a nocnegHue naTtb NeT no-
Kasan, 4To npenapat nony4anu 915 nauneHToB, BKIO-
Yyasa 756 MyX4uH (82,6%) n 159 xeHwmH (17,4%), y KOTO-
pbIX 6bIN QUarHoCTUPOBAHbI akKHEe CpefHen U TSXXernomn
CTEeNeHu TAXeCTH.

Mepep Havanom Tepanum N30TPETUMHOUHOM BCEM na-
UMeHTaM NpoBOAUNOCH KOMMEKCHOEe nabopaTtopHoe 06-
cneposaHue. B nporpammy o6cnefosaHmsa BXOAUNN KIN-
HUYECKUN N BUOXUMUYECKNIA aHaNM3bl KPOBU C aKLLEHTOM
Ha ypoBHM nevyeHo4HbIX dhepmeHToB (AJTT, ACT, weno4yHas
docdpaTasza), a TakxKe oueHKa nokasarenew yrnesBogHoro
(rnoKo3a, WHCYAWH) U AMNUBHOrOo (O6LLMIA XONEeCTEPUH,
JINHM, JINBIM, Tpurnuuepupbl) obMeHa. TepaneBTuye-
cKas 0osa usotpetuHonHa coctaenana 0,4—0,8 mrHa 1 Kr
Macchl Tena B CyTKW, CyMMapHas HakonuTenbHas fosa
3a Kypc neyenmss — 100—120 mr/kr. MNaumeHTbl XEHCKO-
ro nona 6b1IM MHPOPMUPOBAHLI O HEOBXOAMMOCTU NpU-
MEeHeHus1 HafeXHbIX MeToAOB KOHTpauenuuu B nepuop
NPOXOXAEHUA Kypca Tepanun n3oTpeTUHOMHOM, a Takxe
3a 1 Mmecqy fo Havyana nevyeHus u B TedeHne 1 mecsaua no-
cIe ero 3aBepLueHus.

B BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(5):58—-64
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OcHoOBHOM UCXOp[ UccnepoBaHusl — oueHka addek-
TMBHOCTM MPOBOAMMOWN Tepanun Ha OCHOBaHUW KIMHUYe-
CKOW KapTuHBblI.

[lononHuTenbHble UCXOAbl — OLEHKa Hexenarterb-
HbIX SIBMIEHUI Ha (hOHEe MPOBOAUMON Tepanuu.

dtnqeckas akcnepTuia

Bce nauuneHTbl 4O6POBOBLHO nognucany MHPOPMUPO-
BaHHOE cornacve Ha ny6nukauuio rnepcoHanbHoOn megu-
LIMHCKOM UHpopMaLmm B 06e3nny4eHHOn hopMe B XypHane
«BeCTHVK gepmartonorum 1 BeHeponorum».

CratucTnyeckui aHanm3s

Ona oueHkn addeKTUBHOCTN Tepanun Un3oTpeTu-
HOMHOM  WCMONb30BaNMCb OMnUcaTtefibHble  CTaTUCTUKW,
npencTaBneHHble B BUAE abCONOTHLIX Ymcen, 4acTtoT (%)
M cpefHuX 3HadeHun. [ina cpaBHEHWs KonmyecTsa Bocna-
NUTENbHBIX 3MIEMEHTOB [0 W MOocre NeYeHus NpuMeHsnca
napHbIv t-kputepun CTblofeHTa Npyu HopManbHOM pacrnpe-
AeneHun AaHHbIX. [ns aHanusa pasHuubl BO BPEMEHU [0-
CTUXKEHUS KNIMHMYECKOW PeMUCCUM MEXAY rpynnamu rno cy-
TOYHOW [o3e npenaparta 6bin ucnons3osaH U-kputepuii
MaHHa—YnTHU. YpoBeHb CTaTUCTUHECKOM 3HAYMMOCTM MpK-
Humancs npu p < 0,05.

PesynbTartbl

Tepanus M30TPETUHOMHOM MoKasana BbICOKY 3-
OEKTUBHOCTb NPU NeYEeHUN CpefHeTXeNbIX akHe. KnuHu-
yeckas pemuccusi, onpefesieHHas Kak nosiHoe WUiu rnoYTtu
NONHOE paspeLleHne KOXHbIX BbiCbinaHui (oueHka IGA —
0 wnm 1), 6bina pgocturHyta y 872 (95,3%) nmauueHToB
13 obuero 4yucna 915 HabnogeHn.

3Haunmoe yny4lleHne COCTOSIHUS KOXM, XapakTepuay-
IOLLIEECs CHUXKEHMEM TSXKECTW akHe Ha > 2 6anna no Lwkarne
IGA (Investigator’'s Global Assessment), 661110 3aperncTpu-
poBaHo y 700 (76,4%) naumeHTOB yxe 4Yepe3 3 mecsua
Tepanun. B cpegHeM Konu4ecTBO BOCnanuTesibHbIX 3re-
MEHTOB (ranyn, NycTyrn, Y3/10B) CHU3WUIoch Ha 89,2% K 3a-
BEpLLEHMIO Kypca Nedenuns (p < 0,001, napHblii t-TecT).

lMepBble MpU3HaKW KMHUMYECKoro addpekta ObInn
3admKempoBaHbl Y 83% nauueHToB (n = 760) B TeveHue
2—4 mecsaueB Tepanun. MakcuManbHbIA perpecc Bocna-
NNTENbHBLIX M3MEeHeHWn Habmopanca Kk 6-8-my mecsauy
nevyeHus.

[Mo6o4yHble 3(PdeKTbl pasnUYHOA CTEMEHU BbIPAXKEH-
HOCTW Habnaanuckb y BCeX naumeHToB, NPOXoaMBLLNX Te-
panuio n3oTpeTMHoMHOM. CyxoCTb KOXM Oblia 3apermcTpu-
poBaHa y 100% nauveHTOB U ABMANacb yHVMBepcasrbHOW
peakuven Ha npenapaTt. Y 183 (20%) nauneHToB OTMeua-
nacb CyXOCTb CN3UCTbIX o6omnoyek; y 101 (11%) — noBbl-
LLIeHWe YPOBHEW NeYeHoYHbIX TpaHCaMMHa3 BbilLie BepXHEen
rpaHuubl HopMbl; ¥ 18 (2%) — BbiNageHue BOJSIOC, a Takxe
y Tex xe 18 (2%) naumMeHTOB — yBenun4eHne nokasatenemn
TPEBOXHOCTN 6€3 NPU3HaKOB BbIPaXXEHHOW Aenpeccun.
Bce BbIABNEHHbIE HeXenaTesibHble ABEHUs ObINn NErkumm
WM YMEPEHHBIMU MO CTENEHU BbIPAXEHHOCTU, 06paTUMBbI-
MU U He noTpeboBarnu OTMeHbI Npenapara.

06cyxpeHue

Pe3ynbraTbl NpoOBEAEHHOrO PETPOCNEKTMBHOIO aHa-
nn3a NOATBEPXAalT BbLICOKYIO TepaneBTUYecKyl ad-
(PEKTMBHOCTb Mpenapara WM30TPETUHOWH MpU NeYeHuun
YMEPEHHbIX U TSXKenbIX akHe. KnuHunydeckas pemuccus,
onpepgeneHHas Kak nosiIHoe UMM NoYTK MOJSIHOE UCHE3HO-
BEHME KOXHbIX BbicbinaHui (IGA — 0 unu 1), 6bna go-
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Puc. 1. MNawyeHTKa ¢ akHe THKeNoi CTENeHN: 2 — 10 NIEYEHIS; 6 — NOCIe Kypca NeYeHIst N30TPETUHOMHOM
Fig. 1. Patient with severe acne: a — before treatment; 6 — after treatment with isotretinoin

cturHyTa y 95,3% nauueHtoB (872 u3 915) (puc. 1, 2).
[aHHbI NoKasaTenb 4EMOHCTPUPYET HE TONbKO BbICOKYHO
aKTMBHOCTb Mpenapara, HO 1 ero 3Ha4MMOCTb B Ka4ecTBe
fieYeHnss NePBOW JIMHUW Y NALMEHTOB CO CPeAHETAXEbIM
Te4YeHneMm akHe.

3Haunmoe KNMHUYEecKoe ynydlleHue, XxapakTepuayto-
LLleecs CHUXXEHNEM TXEeCTN akHe Ha > 2 6anna no Likane
IGA, Habnopganock yxe Yepe3 3 Mecsua Tepanun y 76,4%
nauueHnToB (n = 700). CpegHee CHWXeHMEe KonmyecTBa BOC-
nanuTesibHbIX 3NEMEHTOB K 3aBEPLUEHUIO Kypca COCTaBuUno
89,2% (p < 0,001) (puc. 3).

Y10 KacaeTcs NepeHOCUMOCTH, BCE NaUMEHTbl OTMETU-
1 pa3BuTUe cyxocTn Koxu. Y 183 (20%) naumeHToB 6b1m
3apervcTprpoBaHbl NPOSIBEHNS KCepo3a CM3UCTbIX 060-
noyek, y 101 (11%) nauneHTa — NoBbILLEHWE YPOBHEW Me-

a

YEHOYHbIX TPaHCaMMHa3 BbilLe BEPXHEW rpaHuLibl HOPMbI,
a BbiNajeHne BOMOC M TPEBOXHOCTb Habnwganucb y 18
(2%) naumeHnToB. Bce HexenaTenbHble ABAEHUA Obinn 06-
paTUMbIMKU, KOHTPONMPYEMbLIMU MPU NOAAEPXUBAIOLLEN Te-
panum Unn Koppekumm pexmmMa gosvposanus. OTcyTcTere
CepbesHbIX HexenaTesbHbIX ABNEeHU U BbiCOKasa npusep-
XXEHHOCTb K Tepanuun NnofaTBepXaarT BO3MOXHOCTb 6e30-
nacHoro NpUMeHeHns npenapara npv ycnosuu TLlaTensHo-
ro Bpaye6bHOro KOHTPONs M MHMOPMUPOBaHNS MaUMEHTOB
0 BO3MOXHbIX MOBGOYHbIX 3dhdeKTax.

3aknioyenue

AKHekyTaH [eMOHCTPUPYeT BbLICOKYIO 3(PdeKTnB-
HOCTb M 6naronpuaTHLIA Npodub 6e30nacHoOCTN cpean
CUCTEMHbIX PETUHOWAOB, MPUMEHSIEMbIX AN NeYeHus

Puc. 2. MauueHTKa ¢ akHe THKeNoi CTeneHm: 2 — [0 NIg4eHIs; 6 — Nocie Kypca NeveHIst 30TPETUHOMHOM
Fig. 2. Patient with severe acne: a— before treatment; 6 — after treatment with isotretinoin

T. 101, Ne 5, 2025
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Puc. 3. MaLVeHT ¢ akHe CpeaHel CTENeHIn: @ — [0 NEYeHNs; 6 — Nocne Kypca NeyeHns M30TPETUHOMHOM
Fig. 3. Patient with moderate acne: a — before treatment; 6 — after treatment with isotretinoin

aKkHe cpefHen u Taxenown crteneHu. Vicnonb3oBaHne UH-
HOBAUMOHHOW TEXHONIOMMM [OOCTaBKU aKTUBHOMO BeLLe-
cTBa (Lidose) no3sonsieT CHU3UTb HO3Y M30TPETMHOMHA
Ha 20% 6e3 YMeHbLUEHUS KIIMHWYECKON 3(P(PEKTUBHOCTU

Tepanuu. 3To, B CBOIO 04epedb, CMOCOO6CTBYET YMEHbLLE-
HUIO Y4acTOTbl M BbIPaXXEHHOCTU MOBGOYHLIX 3(PEEKTOB,
NnoBbILLAasA NPUBEPXEHHOCTb MaLMEHTOB K JIEYEHUIO U ero
o6wwyto nepeHocumocTs. [l
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YyacTue aBTOPOB: BCe aBTOPbI HECYT OTBETCTBEHHOCTb 3@ COAEPKAHWE 1N LENOCTHOCTb CTaTbW. AHanW3 NUTEpaTypbl, cOop U 06padoTka
MaTepuana, Hanucanue Tekcta cTatbn — M.I. Xapununasa; KoHUeNUWs v An3aiiH cTaTbl, peaakTupoBaHne — A.B. Camuos. Bce aBTopbl BHECN
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PeTpocneKTHBHoe HCCAEAOBAHUE KAMHHUKO-3ITUAEMHUOAOTHYECKIX
ocobeHHOCTeN cuduranca y narueraTos ¢ BIUY-undexmnuein
B Cauxkr-IlerepOypre

© KpacHocenbckix T.B.™, Lisen 0.B.", Manawesa E.b.", Januniok M.I.!, Yupckas M.A 2, Burorpagosa T.H.2, Cokonosckuii E.B.

"Mepsblit CaHKT-MeTepOyprekuii rocyaapCTBEHHbI MEAULIMHCKNIA yHUBEPCITET MEHN akaaemuka V1.1, Masnosa,
Cankt-Tetepbypr, Poccus
2LleHTp no npodpunakTike 1 6opb6e co CMAL v MHtekLmoHHbIMI 3abonesanisMu, CaHkT-MeTepbypr, Poccus

O6ocHoBaHue. B nocnegHue rogel cnyyamn codetadms cucdunmca n BUH-nHdekunn ctanm vawe
BCTpeYaTbCA B NPakTUKe OepMaToBEHEPOOroB, YTO 06YCNOBIEHO POCTOM pacnpocTpaHeHHocTn BUY-
VMHEKLMM B NONYNALNN.

Lenb nccneposaHusa. OueHka KJMHNYECKUX N ANNEMMONIONMYECKNX OCOBEHHOCTEN cudmnuca,
npoTekaroLero Ha poHe BNY-nHpekunmn, B COBPEMEHHbLIX YCNOBUAX.

MeTogaebl. [NpoBegeH peTpOCNEKTUBHbIN aHanu3 uctopuin 6onesnHn 280 BUY-no3nTnBHLIX NaumMeHToB

C CUPUITMCOM, COCTOSBLLUMX MOA AMcnaHcepHbiM HabnogeHnem B CaHkT-lMNetepbypreckom LieHTpe CMNAO
N MHPEKLMOHHbIX 3abonesaHui B 2018-2023 rT.

PesynbTtaTthl. [pynna nayneHToB ¢ codeTaHmeM cucunuca n BUY-nHdekumm xapaktepnsosanach
npeo6nagaHvem nuu, Myxckoro nona (91,8%), monogoro sospacta (Q, = 34 roga), ¢ 4-1 ctaguen
BUY-nHdekumm (66,5%), C NpPOMUCKYUTETHbIM NoBeaeHneM (60,8%), UMEBLLMX MONOBbIE KOHTAKTbI

C My>X4umHamu (67,7%). Hanbonee yacTton KnnHn4eckor popmor cucpmnmnca aenancsa Hempocudpunuc
(37,2% cny4aes), y 61,5% naumeHTOB OH NpoTeKan B oopMe 6eCCMMNTOMHOINO MeHnHrnTa. OTnn4ms
KJIMHNYECKOM KapTuHbl cudmnmca y BUY-nHpuumnpoBaHHbIX OT «KrnaccuyecKom» 6b1n 06yCnoBneHsl
KakK MMMyHOLEe(ULNTOM, TaK U NOBEAEHYECKMMM OCOOEHHOCTAMM NMALUEHTOB, YTO O6BLACHSET YacToe
NosiIBNIEHME 3KCTpareHuTasnbHbIX (21,1%), MHOXeCTBEHHbIX (63,2%) WaHKPOB, BbICOKYIO 4acToTy
penHdekumi (29,0%). Y 54,6% naumeHToB cMdunmc npotekan 6e3 BbiCbINaHW Ha KOXE U CAN3UCTBIX
0605104Kax, 4To 3aTPyAHAN0 ONarHOCTUKY.

3akno4yeHune. HecMoTpsa Ha HEYKITOHHOE COBEPLUEHCTBOBAHME HaLlLMX 3HaHW 0 cuchunuce n BUY,
BeJeHMe nNaumMeHToOB C coYEeTaHNEM ITUX MHPEKLUI NO-NPEXHEMY OCTAETCs HENPOCTON 3afadven

ONns BeHeposnora. Yactoe naTeHTHOe TedeHue cudunuca n 6onbLuas pacnpocTpaHEeHHOCTb NOBTOPHbIX
3apaxkeHui NoBbILAKT 3HAYUMOCTb PErynNAPHOro CeposIorm4ecKoro CKpMHMUHra Ha cudunmnc
BUY-nHp1umnpoBaHHbIX NauneHToB. Bbicokas yacTtoTa crny4aeB Hempocudunmca B uccnegyemon
rpynne B COBOKYNHOCTU C €ro 6€CCUMMTOMHbIM TEHEHUEM OUKTYIOT HEOOXOAUMOCTb UCClefoBaHuUA
LepebpocnmHanbHOM XUAKOCTU BCEM 6OSbHBIM C KOUHGIEKLUMEN.

Krnto4eBble CNnoBa: cucmnuc; nposisneHus Ha koxe; BUY-undekuus; Henmpocucunmc; optansmocudunmc
KOHMNUKT MHTEPECOB: aBTOpbI aHHOW CTaTby NOATBEPAVIN OTCYTCTBUE KOH(IIMKTA MHTEPECOB, O KOTOPOM
HEOo6XO0ANMO COOBLLNTD.
NCTOYHUK PUHAHCUPOBAHUS: pyKONUCh NOArOTOBNEHA U OMYGNIMKOBaHa 3a cHeT (OMHAHCUPOBAHUS MO MECTY
paboTbl aBTOPOB.
Ons untnposaHus: KpacHocensckux T.B., LUeepn O.B., Manawesa E.B., OaHuntok M.A., Yupckas M.A.,
BuHorpaposa T.H., Cokonosckuin E.B. PeTpocnekTMBHOE nccnefoBaHne KIMHNKO-3NMaeMMONOrn4ecKmnx
ocobeHHocTen cudmnuca y naunertos ¢ BUY-nHdekument B CaHkT-lNMeTepbypre. BecTHUK gepmatonormum
n BeHeponorun. 2025;101(5):65—77. DOI: https://doi.org/10.25208/vdv16924 EDN: wgkptd
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Retrospective study of the clinical and epidemiological
teatures of syphilis in patients with HIV infection in Saint Petersburg

© Tatiana V. Krasnoselskikh™, Oleg V. Shved', Elizaveta B. Manasheva', Malvina I. Danilyuk', Maria A. Chirskaya?,
Tatiana N. Vinogradova?, Evgeny V. Sokolovskiy'

TFirst Pavlov State Medical University of Saint Petersburg, Saint Petersburg, Russia
2Saint Petersburg Center for Control of AIDS and Infectious Diseases, Saint Petersburg, Russia

Background. In the recent years, cases of syphilis and HIV infection have become more common in
dermatovenerological practice due to increasing prevalence of HIV infection in the population.

Aim. Assessment of the clinical and epidemiological features of syphilis against HIV infection in modern
settings.

Methods. A post-hoc analysis was conducted on the medical histories of 280 HIV-positive patients with
syphilis who were under dispensary supervision at the St. Petersburg Center for AIDS and Infectious
Diseases in 2018-2023.

Results. The group of patients with a combined syphilis and HIV infection was characterized by
predominance of males (91.8%), young age (Q,= 34 years), stage 4 HIV infection (66.5%), promiscuous
behavior (60.8%), and homosexual contacts (67.7%). The most common clinical form of syphilis was
neurosyphilis (37.2% of cases), and 61.5 % of patients had asymptomatic meningitis. The differences in
the clinical presentation of syphilis in HIV-infected patients compared to the “classical” presentation were
due to both immunodeficiency and behavioral characteristics of the patients which explains common
occurrence of extragenital (21.1%) and multiple (63.2%) chancres as well as high frequency of recurring
infection (29.0%). In 54.6% of patients, syphilis occurred without skin or mucosal lesions, making diagnosis
difficult.

Conclusion. Despite the steady improvement in our knowledge of syphilis and HIV, managing patients with
a combination of these infections remains a challenging task for a venereologist. Common latent course

of syphilis and high prevalence of recurring infections underline the importance of regular serological
screening for syphilis in HIV-infected patients. High incidence of neurosyphilis in the study group combined
with its asymptomatic course requires examination of cerebrospinal fluid in all patients with coinfection.

Keywords: syphilis; skin manifestations; HIV infection; neurosyphilis; ophthalmosiphilis
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Il O6ocHoBaHue

Cnyyan coueTtaHuss cudpmnuca mn BUY-uHbekymn
B nocrefHee Bpems cTanu yaile BCcTpe4vaTbCsl B NpakTu-
Ke fepMaToOBEHEepOsIoroB, YTO O6YCMOBIEHO YBENNYeHu-
€eM B nonynauuu yncna nuu, xmeywmux ¢ BUY. Mo gaHHbIM
PedepeHc-ueHTpa no MoHutopuHry 3a BUY n BUY-
accoummpoBaHHbIMU UHPekunasmm ®EYH LUHUN anupe-
mMuonorum PocnoTpebHaasopa, B 2023 . pacnpocTpaHeH-
HocTb BUNY-nHdekumm B Poccumn coctasuna 816,1 cnyvas
Ha 100 TbIC. HaceneHus npu oxeate o06CnNefOBaHUEM
33,4% ero obwen uyucneHHoctn [1]. Jlvua, xusywine
¢ BWY, coctaensawT 0,8% Bcero HaceneHuss Poccuu
n 1,4% HaceneHuns B Bo3pacTe oT 15 go 49 net. HoBble
cnyvan BNY yvale pernctpupyloT y My>4uH: B 2023 . 3a-
6oneBaeMoCTb cpean B3pocnbIX rpaxaaH P® mMyxckoro
nona coctasuna 168 cnyyaes Ha 100 Tbic. 06¢cnenoBaH-
HbIX, B TO BPeMS Kak cpean XeHwmH — nuwb 117,8 cny-
yasa Ha 100 Teic. Camas BbiCOKas 4YacToTa BbIBMEHUS
BUY-uHdekuumn B 2023 . 661112 0OTMEYeHa cpean My>UnH,
nMeroLLmMX ceke ¢ Myx4nHamm (MCM), — NonoXunTenbHbIA
pesynstart B Tectax Ha BUY npogemoHcTpuposanu 20,8%
06pasLoB KpoBW, NOSyYEHHbIX Npy o6CcrefoBaHnn npema-
cTaBuTenen aTon rpynnsl HacenexHus [1].

3aboneBaemMocTb cucpmnmcom B Poccun, ctabusbHO
cHmxasLwasca ¢ 1997 r. n gocturwas mmHumyma B 2020 T.
(10,5 Ha 100 TbIC. HaceneHus)), B NMOCTKOBUAHBIN Nepu-
of Bo3pocna go 18,9 Ha 100 Tbic. B 2022 1. (B 1,8 pasa),
a B 2023 r. cHu3unack o 17,6 Ha 100 TbIc. [2]. Koneb6aHus
3a60neBaeMoCTu CUPUNUCOM B Nepmo nocre anuaemMmmn
HOBOW KOPOHAaBUPYCHON UHMPEKLNKN SKCNEPTLI OOBLACHAIOT
yBenMyeHneM perucrtpauumm crnyyaes cudunuca cpeam
BHOBb MPUOLIBLLMX B POCCUIO MHOCTPaHHbLIX rpaxgaH-mu-
rpaHToB. B o6Liei cTpykType 3a6oneBaemMocTn cuunm-
coM gonsa murpaHToB B 2023 1. coctasuna 39,3% [2]. Jons
BUY-UHPMUMPOBaHHBIX Cpean WMHOCTPaHHbIX rpaxnaH
B 2023 r. cocTtasuna 0,1%, nnn 103,4 cny4as Ha 100 Tbic.
obcnepoBaHHbIX [1]. Konebnowumecs n TpyaHO NporHo3u-
pyeMble nokazaTenu 3aéonieBaemMocTn cupmnncom B PO,
06LHOCTb ycnoBsu 1 nyten nepepadn BUY-undekumm
N cuunuca, a Takxe nepecevyeHne KOHTUHMEHTOB UL,
NoABEPXKEHHbBIX PUCKY 3apaxkeHns 06enMn NHpekunamu,
He OCTaBNAT COMHEHUN, YTO B 6riMXKanLLme rofbl Mbl BCe
Yaule 6ygemM HabngaTb cnydyam KOMHpekKLmn.

B HacToflLLlee BpeMs NpakTUYeCcKn cYMTaeTCa akCcmo-
MoM, 4To Y BUYH-MHPMUMPOBaHHLIX nauneHToB, nony4a-
IOLLMX aHTUpeTpoBupycHyto Tepanuio (APBT), cudwunmc
npoTekaeT KNNMHU4YeCcKn Tunn4Ho, BUY-nHpekuma He Bnu-
fleT Ha pesynbTarbl AUMArHOCTUYECKUX TecToB, a CTaH-
hapTHble CXeMbl aHTUBNOTUKOTEpanun He MeHee 3 dek-
TUBHbI, Yem y BUY-HeratmeHbix naumeHTtoB [3]. OgHako
B rpynne nuu, xusywnx ¢ BU4Y, He Bce nony4aiotr APBT.
Tak, no gaHHbiM CaHkT-IMNeTepbyprckoro LleHTpa no npo-
dunakTuke n 6opbbe co CIMNO M MHAPEKUNOHHbIMU 3a-
6oneBaHnamun Ha 31 gekabps 2024 r. cpean COCTOABLUNX
Ha aucrnaHcepHoM ydyeTte BNY-nHULMpoBaHHbIX NaLMeH-
ToB oxBaT APBT coctaBun 87,0% [4]. CnegyeT OTMETUTD,
YTO 3TO O4Y€eHb BbICOKMI nokasaTesb, JOCTUTHYTbIA B KO-
poTkue cpoku (B koHue 2019 . oH cocTasnsan 66,9% [5]).
TemM He MeHee Hemnb3§ He y4uTbiBaThb, 4YTO He Bce BUY-
WHPUUNPOBAHHbBIE WMEIOT BbICOKYIO MPUBEPXEHHOCTb
kK APBT, HekoTopble npepbiBalOT Tepanuio no pasHbIM
npu4MHam, NPUMEPHO Y MONOBUHbLI He yAaeTcs NnoaasuTb
BUpPYCHYIO Harpy3ky. OTcyTcTBne ageksatHon APBT mo-
XeT oTpaxkaTbCsl Ha TevyeHun cudunuca: CyLleCTBEeHHO
N3MEHATb KITMHNYECKYIO KapTUHY, 3aTPYAHATL AMarHoCcTu-
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KY W CHMXaTb 3(PeKTUBHOCTL Tepanuu, nogo6HO TOMY,
KaK 370 6bIN10 OMMCAaHO B KflacCUYeCcKnx pabotax Havanb-
Horo nepuoga nay4vexusa BUY-nHoekumn [6-8].

B cBf3n ¢ 3TMM Lenb uccnefoBaHUs — OLEHKa KNn-
HUYECKMX U SMUAEMMNONOrNYECKUX OCOBEHHOCTEN CUdUNIU-
ca, npoTekatoLero Ha dpoHe BNY-nHdekummn, B coBpemMeH-
HbIX YCIIOBUSX.

MeTopab!

[Jln3aii ncenenoBanns

[MpoBeneHO peTpoCneKTUBHOE KOrOPTHOE HEUHTEPBEH-
LIMOHHOE nccrnegoBaHue, 06bEKTOM KoToporo 6binv BUY-
MHULNPOBAHHbIE MauMeHTbl C CUGPUIINCOM, COCTOSBLUME
nond AMCMNaHCEpHbIM HabNoOeHVEM Yy OepMaTOBEHEPOSO-
roe CaHkr-letepbyprckoro LieHtpa CIMNL v nHeKLnoH-
HbIX 3a6oneBaHnn.

Kputepuu cooTBeTCTBUA

M3 obLuero cnvcka naumMeHToB, HaXoAMBLUMXCA MoA Ha-
6nogeHvem gepmartoBeHeponora B CaHkT-lNeTepbyprckom
rocyfapCTBeHHOM OIO[XETHOM Yy4YpeXAeHUn 3[paBooX-
paHenus «LleHTp mo mpodwmnakTnke n 6opsbe co CMnLO
M MHPEKUMOHHBIMM 3a6oneBaHusAMU», ObINO OTO6pPaHO
280 nuu, xusyLumx ¢ BUY, koTopkle cooTBeTCTBOBANM Cre-
OYIOLLMM KpUTEpUSIM BKITOYEHUS B NCCNedoBaHue:

1) Hannune BUY-mHeKumn, nogTeepXxgeHHoe MeTo-
OOM UMMYHHOrO 6510Ta;

2) Hannune cudmnuca, NOATBEPXKAEHHOE pe3ynbrarta-
MW HETPEMNOHEMHbIX U TPENOHEMHbIX CEepPOSIornyeckmx Te-
CTOB;

3) oTCyTCTBME  CEpONOrMHYECKON  PEe3UCTEHTHOCTM
VNN 3aMefNeHHON HeraTuBaumm ceporiormyecknx peakLumn
rnocre nNpoBeAeHHOro paHee ne4veHns cudunuca.

Venosus nposeneHns

ViccnepoBaHne 6bINo BbINONMHEHO Ha 6as3e CaHKT-
MeTepbyprckoro rocyagapCTBEHHOro  OGHOOKETHOro Y-
pexaeHus 3gpaBooxpaHeHus «LleHTp no npodunakTuke
n 6opbbe co CMNO 1 MHPEKUNOHHBIMM 3a60neBaHNAMUN»
1 Kadpeapbl 4epMaTOBEHEPONOrnn C KIMHUKOW dhedeparb-
HOrO roCydapCTBEHHOro GIOAXETHOro o6pas3oBaTeflbHOro
yypexpeHus Bbicliero o6pasoBaHus «[lepBbin CaHKT-
MeTepbyprckuin rocynapcTBEHHbIN MEOULMHCKUIA YHUBEP-
cuteT umeHu akagemuka W.I. MNaenosa» MwuHucTepcTBa
3apaBooxpaHeHus Poccunckon Gegepaumm.

[TposomxnTeNnbHOCTL UCCEA0BAHNSA
C6op [aHHbIX ocyLlecTBnsanu B nepuop ¢ mas 2018
no Hosi6pb 2023 T.

OnncaHne MeanUNHCKOro BMeLLATeIbCTBa

BbINONHEHbI BbIKOMMPOBKA W aHanu3 AaHHbIX U3 Me-
OVUMHCKON [OKYMEeHTauuMuM MauueHTOB C KOUHAeKuuewn,
ansa 4ero 6bina paspaboTaHa MHOMBUAOyanbHas KapTa,
BK/IIOYABLUASA HECKOSNbKO MH(POPMaLMOHHbIX GMOKOB: pas-
Jen couuanbHo-gemMorpau4ecknx, Meguko-aHaMHecCTu-
YEeCKMX [aHHbIX; cBeaeHmss 06 OCOOEHHOCTAX TedeHus
BUY-MHMEKUNK; KMMHUKO-3NUOEMUOSNIOrMYECKUEe OaHHble
0 cudunuce; cBeeHUs1 0 CYOBbEKTUBHbBIX U OObEeKTUBHbIX
npu3Hakax nopaxxeHnst HePBHOW CUCTEMBI.

Wcxopaw! ncenegosanns

OcHoBHoM ncxop uccneposaHus. OueHka CTPyKTypbl
KnuHn4ecknx dopm cudmnuca y BUNY-nHdpumumpoBaHHbIX
nauneHToB.

Vol. 101, Iss. 5, 2025
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JlononHuTenbHble UCXOAbI UCCNefOoBaHUA: OLieHKa
4acTOTbl BCTPEYAEMOCTU PasfMyHbIX BapuaHtoB cudunnm-
00B NpW paHHNX MaHUGECTHBLIX hopMax cudunmnca; oLeH-
Ka 4acToTbl OCIIOXHEHUI TeveHus cnudunmnca B pasnmyHble
€ro nepuofbl; oLeHKa 4acToTbl U OCOBGEHHOCTEN KIMHUYe-
CKUX NpOosIBMeHU Helnpocudunmca, odransMocudnnmca;
OLeHKa 4acTOTbl MOBTOPHLIX 3apaXKeHNn CUUnUcom B nc-
crnepyemow rpynne.

AHanu3a B nogrpymnnax

Kputepuu chopMrpoBaHuns NoArpynn, B KOTOPLIX Mpo-
BOAMNN aHann3 pesynstaToB UCCefoBaHus: Nor, BO3pacT,
KNnHMYyeckas dopmMa cudunuca, Hanmymne crneymngunyecko-
ro Nopa)keHnst HepBHOM cucTeMbl, cTaama BUY-uHdekuun,
nony4eHue APBT.

MeToge! peructpayny ucxo[08

[aHHble naumeHToB BHOCUMNK B crieumasnibHO paspabo-
TaHHble KapTbl B 3aKogMpoBaHHOM dopme Ana nocnepy-
IOLLIe CTaTUCTUYECKON 06paboTkn. KapTbl He copepxxanu
NOEeHTUULMPYIOLLE YHaCTHUKOB 1ccnefoBaHnsa nHdopma-
LK, CONPOBOXAANUCH NMULLIL MHANBUAYaNbHLIMU HOMepamu.

Jrn4eckas akenepTnia

lMpoTokon nccnegoBaHus 6bIn PAaCCMOTPEH Ha 3aceda-
Hun Ne 219 nokanbHoro atudeckoro kommteta ®reQY BO
rncrerMy wmm. W.IN. Maenosa 29 aHeaps 2018 r.

3aknioYeHre: yHacTHUKN nccnepnoBanns He 6yayT nof-
BepratbCsl pUCKY, TaK Kak uccrnegosaTenbckas gesTenb-
HOCTb OrpaHu4eHa M3yYeHUEeM CYLLEeCTBYOLNX 06e3nu-
YEeHHbIX JaHHbIX, JOKYMEHTOB, 3anucen.

PeweHne: opobpuTb MpoBefeHue wuccnenoBaHus,
npu3HaTb €ro COOTBETCTBYHOLLMM 3STUHECKUM HOpMaMm,
npuHUunNamM 3awuTbl npaB U 6naronony4ms y4acTHUKOB
ncecnenoBaHus.

CratucTnyeckmi aHanm3s

MpuHUMNbI pacyeTa pa3mepa BbIGOPKKU. Pa3mep Bbl-
60pKU NpeaBapuTeNnibHO He paccUHUTbIBanCS.

MeTtoppbl cTtaTucTU4eckoro aHanusa pgaHHbix. O6pa-
60TKY MOMyYeHHbIX AaHHbIX NPOBOAUIN C UCMONb30BaHNEM
CTaHJapTHOro naketa nporpamm npukKnagHoro cratmctTuye-
ckoro aHanusa Statistical Package for the Social Sciences
(SPSS) v. 21 (IBM, CLA). MNMpumeHsnn o6LueynoTpebu-
TenbHble METOAbl MapaMeTpu4eckor U HenapameTpuye-
CKOW CTaTUCTVKN. 3HAYMMOCTb Pasnuyuii mexgy rpynnamum
oueHvBanM ¢ nomoLlbio x2-kputepus lNMupcora, t-kputepus
CrblogeHTa Ons He3aBUCUMMbIX BbIGOPOK, U-kputepus Bun-
KOKCOHa—MaHHa—YTHW,  KO3(hDULMEHTOB  KOppensauum
r MNupcona, p CnnpmeHa n T Kenganna. MNpu onncaHum B3a-
WMOOTHOLLIEHUI Ka4YeCTBEHHBLIX MEPEMEHHbIX OLeHuBanm
OTHOLLIEHME LLIAHCOB U JOBEPUTENLHLIA MHTEPBAa C HadeX-
HocTblo 0,95. KpuTnyeckuin ypoBeHb 3HAYMMOCTU HYNeBOW
CTaTUCTUHECKOW rMnoTesbl (06 OTCYTCTBUM 3HAYMMbIX pas-
YU UM PaKTOPHBIX BAMSAHWIA) NpuHUMany paeHbeiM 0,05.
Mpn KoppensALMOHHOM aHann3e B3anMoCBA3b MeXAy noka-
3aTenaMu cumTanu crnabon npu 3Ha4eHusax koadpduumeHTa
koppensauun 0,3 n MeHee, cpefHein — Npu 3HaYeHnsx 6onee
0,3, Ho meHee 0,6; cunbHoM — npu 3Ha4eHusx 0,6 1 6ornee.

PesynbTatbl

06beKTbI (y4acTHUKM) UCCTIEA0BAHUS

lMpoBeneH peTpoCrneKTUBHLIA aHannM3 nctopum 6ones-
HK 280 BNY-no3MUTUBHBIX NAUWeHTOB C CUPUINCOM, COCTO-
SIBLUMX Ha gucnaHcepHoM y4eTe B CaHkT-leTepbyprckom
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Llentpe CMNAA v nHdekumoHHbIX 3abonesaHuii. B uccne-
JoBaHue 6bI10 BKIOHYEHO 257 MyXUnH (91,8%) n 23 xeH-
LWHbI (8,2%). Bo3pacT y4acTHMKOB Ha MOMEHT BKITHOHYEHMS
B uccnegosaHue Bapbuposan ot 19 net go 71 roga. Megun-
aHa BospacTa (Q,) coctasnsna 34 roga, 25% (Q,) naumeH-
TOB GbIN B BO3pacTe [0 28 neT, 75% (Q,) — po 41 ropa.
BospacTHble pasnuuma Mexgay nauneHTaMm >XEHCKOro
M MYXCKOro nosia okasanumcb CTaTUCTUHECKN HE3HaYUMBbI-
Mu. YHaule Bcero cudmnuc amarHocTuposanu B Bo3pacTte
ot 21 po 40 net (71,8% cny4aes), nocne 40 net — vy 26,1%
y4aCTHUKOB uccnegoBanus, oo 21 roga —y 2,1%.

Cpenu naumeHToB ¢ KomHdekumen 58,4% coctaBnanm
niua, uMeBLIne cpefHee obluee U cpedHee Npogreccuo-
HanbHoe ob6pasoBaHuve. Brbicllee obpasosaHue Mony4mnm
40,0% y4acTHWKOB nccnegosaHus. YpoBeHb 06pa3oBaHus,
NOSIYYEHHOrO XEHLUMHAMM, 0Ka3arncs 3Ha4YMMO HUXe, YeM
Yy MyX4uH (z = 1747,5; p < 0,001).

75,2% Yy4yacTHUKOB paboTanuv Ha YCrnoBUSIX MOSIHOM
UMM YaCTUYHOW 3aHATOCTU, 24,8% O6biNn 6e3paboTHbLIMMU,
yyYalmmuncs, neHcuoHepamu, uHeanupamun. Cpeon xeH-
LLMH oonsa HepaboTaroLwmx coctasnana 62,1%, cpeam Myx-
4YmH — 20,4% (X2 = 24,121; p < 0,001).

82,2% Yy4acTHUKOB MCCNeaoBaHUs 6blvM OOUHOKUMU
(xonocTbiMu/HE3aMYXHMMUN, pa3BedeHHbIMU, OBOOBEBLUN-
Mu), a 17,8% cocTosnv B oouumnanbHOM Uiv rpadKaaHCKOM
6pake. XKeHLMHbI 3Ha4MMO Yallle No3nLMOHMPOoBanu cebs
Kak «cocTosue B 6pake» (x2 = 10,429; p = 0,003). Cpegu
y4acTBOBaBLUMX B UCCNEAoOBaHUN MYyX4YuH 48,2% wnmenu
CeKcyalnbHble KOHTaKTbl TOMbKO C MyX4uHamu, 19,5% —
KaK C My>X4uHamu, Tak 1 ¢ XeHwmHamm un 32,3% BCTyna-
NN TONMbKO B reTepocekcyarnbHble MOMoBble OTHOLLUEHMS.
Takum o6pasomM, 67,7% MyX4uH, y4acTBOBaBLUUX B UC-
cnefoBaHUM, UMENU MOSIoBble KOHTaKTbl C NpeacTaBuTe-
namu ceoero nona. MCM 6binin 3HaYMMO MOJIOXE MY>KHUH
C reTepoceKkcyasnbHON opueHTauuen — MeamaHHbIn BO3-
pact coctaBnsan 32 n 37 neT COOTBETCTBEHHO (z = 4814,0;
p < 0,001). 58,4% y4acTHMKOB nccnenoBaHus (60,8% Myx-
YMH 1 37,5% XEHLUMH) UMENU MHOTOYMCTIEHHBIX MOJOBbIX
napTHEPOB, NPU 3TOM NPaKTUKOBASIN TONbKO 3aLUMLLEHHbIE
NosioBble KOHTaKTbI NnLb 4,9%, HUKOraa He nonb30Banvchb
npesepsaTtnsamn — 27,0%.

28,7% Y4aCTHUKOB WCCMeQoBaHUA pPerynspHo yno-
Tpebnanu cnupTHble HaNUTKU U 17,8% npusHasann gakT
3noynotpebneHns ankoronemMm. Yacrtora ynoTpebneHus
ankorons 6bina o6paTHO B3aMMOCBSi3aHa C YPOBHEM 06-
pasoBanusa (p = 0,020). Jons nuu, UMEBLUMX ONbIT HAPKO-
notpebneHus, B UccrnegyemMou rpynne 6binia CpaBHUTENbHO
Heb6onblwon — 23,0%, npuyeM akTUBHbIMU MOTPebUTEns-
MW HapKOTUKOB ABAANUCL Nuwb 3,1% naumeHToB. XKeH-
LLMHbI, Yy4acTBOBaBLUME B UCCMEQOBaHWUM, 3HAYUMMO 4alle
MMenK OnbIT HapKOMOTpebeHUs MO CPaBHEHUIO C MYX4U-
Hamn — 65,6 NpoTmB 17,7% COOTBETCTBEHHO (x? = 36,746;
p < 0,001). Yawe HapkKOTVKM YnoTPe6AAnM MNaumeHThbl
c 6onee HMU3KNM o6pa3oBaTesibHbIM YPOBHEM (Z = 3845,5;
p < 0,001), He paboTaBuume (x2 = 21,106; p < 0,001). MCM
pexe no CpaBHEHUIO C reTepoCeKCyasibHbIMU MY>XYMHAMU
mMenu oneIT HapkonoTtpebneHnas — 9,8 n 30% cooTseT-
cTBeHHO (x2 = 15,719; p < 0,001).

VY naumneHToB ¢ codeTaHnem BUY n cudpmnuca B 85,9%
cnyyaeB UMENUCb YKa3aHWs Ha Hanuume Opyrux conyT-
CTBYIOLLMX 3a60neBaHUN, KOTOpble MO CNOoco6CTBOBaTL
6onee TAXENOMY TeYeHUIO cudunmca U BNUATbL Ha pe-
3ynbTaTbl €ero nevyexHus: 5,2% y4acTHUKOB UCCnenoBaHUs
cTpaganu Ty6epkynesom nerkux; 13,4% — renatutom B;
28,2% — renatutom C; y 6,7% MMeno MecTo co4veTaHve

BecTtHrk gepmatonorum u BeHeponorun. 2025;101(5):65-77 W
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Cragun: m 2-9 (NepBUYHbIX NPOSABIEHWIA)
H 3-a (CybKNuUHMYECKas)
4A 46 4B

Puc. 1. Ctagnn BAY-nHdeKumm y y4aCTHUKOB UCCREA0BaHIS K MOMEHTY
[JUArHoCTvKN cudpmnuca, %

Fig. 1. Stages of HIV infection in the study participants at the time of syphilis
diagnosis, %

renatutoB B n C; y 3,4% naumeHToB 6bIN AMArHOCTUPO-
BaHbl 3N10Ka4YeCTBEHHbIE HOBOOOpa3oBaHus; y 19,3% — re-
martonoru4yeckme sabéonesaHvs; y 9,8% — 3HOOKPUHHbIE
n meTtabonuyeckue HapyweHusa. B aHamHese y 34,1%
YYaCTHUKOB MCCMefoBaHNa MMENUCb yKasaHua Ha Hanu-
Yne HEBPONOrMYECKMX U MCUXUNHECKUX PACCTPONCTB Hecu-
dunutnyeckom atuonoruu, y 15,5% — Hecneuudunyeckas
naTonorus opraHa 3peHus. Comatnyeckas OTArOLEHHOCTb
6bina 6onee BblpaXeHa y XeHWuH (Z = 5523,5; p = 0,012),
HepaboTasLUnx naumeHToB (z = 5196,0; p = 0,001), y nmes-
LUMX OMbIT HapkonoTpebneHus (z = 9478,5; p < 0,001). Co-
MaTU4eckn okasanucb B 6OSbLUEN CTErMeHW OTAroLeHbl
nauueHTbl C naTteHTHbIMW dopmamm cucunmca no cpas-
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HEHWIO C MaHudecTHbIMKU (z = 9546,0; p = 0,012); naum-
€HTbI C PenHMEKLMAMN MO CPaBHEHUIO C TEMU, KTO 6onen
cudmnucom B nepebin pa3 (z = 11149,0; p = 0,006); na-
LIMEHTbI C HEMPOCUUIINCOM MO CPaBHEHMIO C NauneHTamm
6€e3 nopaxxeHns HepBHOWM cucTtemsl (z = 9467,0; p < 0,001).
HenepeHOCMMOCTb aHTUOMOTUKOB MEHULMIIIMHOBOIO pafa
umena MecTo y 7,0% y4aCcTHUKOB UCCNeaoBaHUs; LedTpu-
akcoHa — y 1,1%; pokeuumknmHa —y 0,4%.

Ha MomeHT BbisiBneHuss cudmnuca y 71,2% y4acT-
HUKOB uccrnegoBaHusa Habnwganace 4-a crtagua BUY-
WHdEKUMN — CTagmus BTOPUYHbIX 3abonesBaHuin (puc. 1).
Cpeon MCM ponst HAXOAMBLUMXCA HA 9TOW CTafMu COCTaB-
nsana 66,5%.

Cpedn NaumeHToB, Yy KOTOpPbIX Oblnl YCTAHOBMEH MyTb
3apaxeHus BUY, 85,3% nHdrumpoBannce NonosbIM nyTem
1 TonbKo 14,7% — napeHTepanbHbiM. Cpean 3apasuBLUKX-
Cs MOSIOBbIM NYyTEM UCTOYHWK MHpMUmposaHua BUY 6bin
m3BecTeH Tonbko y 11,4%. Y 88,2% y4acTHUKOB uccneno-
BaHWsA oO6HapyxeHne BWY-uHbekunn npepgLlecTsoBano
AnarHoctuke cudmnuca, B 9,9% cnyvaes o6a MHeKLm-
OHHbIX 3aboneBaHns ObINM AUMArHOCTUPOBAaHbLI OfHOBpPe-
MeHHO, Yy 1,9% 605bHbLIX MepBOHaYasnbHO Obln BbISBIEH
cncounuc n nosgHee — BUY-nHdekumsa. B Tex cnyvasx,
Korga 3apaxeHve BUY npepgwecTtBoBano 3aboneBaHuio
CUUNNCOM, UHTEpBaln Mexay 3apaXeHusmu B cpefHem
cocTasnan Tpu roga.

APBT Ha MOMeHT BbIfiBNeHUs cudunuca nony-
yann 48,0% y4acTHMKOB wWccrnefoBaHus, a cpeau
Tex, y Koro 6bina gnarHoctmposaHa 4-a ctagua BUY-
MHpekunmn, — 58,9%. Heo6xogMMO OTMETUTL, YTO NauUM-
€eHTaM C KouHekumen, Hyxaaswmmeca B APBT, Ho pa-
Hee He nofy4YasllMM ee, B Nepuof fevyeHns cudunmca
NPOTMBOBUPYCHYIO TEPanuio He MHULMMPOBanu BO U3be-
XaHue HenpeackasyemblX MPosiBNEHUN CUHApPOMA UM-
MYHHOM pekoHCTUTyumn. APBT BUNY-uHULMPOBaHHbBIM
HasHa4yanu Bcerga rnocrne 3aBepLUeHuUs NPoTUBOCUDU-
NINTUYECKOTO feYeHuns.

BWY-accounnpoBaHHbie 3a60neBaHns KOXW U Crnuau-
CTbIX 060f104eK 6bIMM OB6HApPYXeHbl Yy 75,3% naumeHToB
C KovHpekumen (tabn. 1). CTonb BbICOKas pacnpocTpaHeH-
HOCTb BTOPUYHBLIX 3a60neBaHnUin KOXN OTYETNIMBO AEMOH-
CTpUpyeT TOT (haKT, YTO TPWU YETBEPTU MaLMEHTOB B UC-

Tabnnua 1. PaCﬂpOCTDaHEHHOCTb HEKOTOPbIX BMq-aCCOLLMMDOBaHHb\X [epMar030B Y MauVeHTOB 1CCEAYEMON rpymmbl

Table 1. Prevalence of certain HIV-associated dermatoses in patients of the study group

3abonesaunue Jlons nauneHTos, %
Peunamsupytowlas nHekLns, Bbi3BaHHas BUpycamu repneca 1 u 2 Tunos 25,0
Nudpekuns, Bbi3BaHHas Bupycom repneca 3 una (herpes zoster) 11,0
[TanunnomasupycHas uHdekumus (MaHndgecTHas) 21,3
KoHTarnosHblit MONCK 2,0
MWKO3bl, BbI3BAHHbIE HUTHYATBIMU rpubammn 16,7
KaHanmo3 KoXu n cnn3ncToix 060104eK 49,7
Pa3HOLBETHbII NULLAiA 3,0
CebopenHblil fepmatut 27,0
Mnogepmun 7,7
Bonocaras neitkonnakns 4,0

B BecTHUK gepmaTonorumn n BeHeponorun. 2025;101(5):65-77
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PaHHWIA MO3AHUA N HEYTOYHEHHbIN
Helpocudpunnc paHHui, Heipocudpunuc nosgHui
odhranbmocudmnuc

Cncbunmnc no3aHuii
BUCLIEpaNbHbIN

Puc. 2. Knundeckue hopmbl cudonninca y nauneHTos ¢ kouHdekunei BIAY, %
Fig. 2. Clinical forms of syphilis in patients with HIV coinfection, %

criefyemMon rpynne coctaBnanm 60sbHble C NPOABUHYTbIMU
ctagusaMmn BUY-nHekumnn, onsg KOTopbix 3aKOHOMEpPHO 60-
nee TAXenoe TevyeHwne cudunuca.

OCHOBHbIE PE3YNbTaTbl NCCIIE[0BAHNA

B cTpyKTYype KNMHU4eckunx popm cudmununca, Kotopble
6b111 BbISIB/IEHbI Y MALMEHTOB UCCIeQyeMOW rpynnbl, npe-
obrnapgann paHHue n nosgHve creunduyeckne nopaxe-
HUA HepBHOW cucTembl (37,2% cny4aeB), BTOPUYHbINA CU-
dunuc (30,4%) n ckpbiTble opMbl 3abonesaHns (29,3%)
(puc. 2). Yawe Bcero — B 55,6% cnyyaeB — cucumnumc
Yy y4aCTHMKOB UCCMefoBaHnsa 06HapyXusanu npu nniaHo-
BOM ckpuHuHre B Llentpe CIMNI wnun B xone o6cnenosa-
HWS nepepf rocnuTanusaumen B nevyebHo-npodunakTnye-
CKoe y4ypexpaeHue (puc. 3).

McTouHMK 3apaxeHns cudmnmncom 6bif BbISIBIIEH NMULLb
y 4,0% naumeHToB ¢ KovHekuuen. Y 60,9% y4yacTHUKOB
ncecnegyemon rpynnel MPoAOIMKUTENBLHOCTL 3abonesaHuns
npesbiwana 12 Mmecaues 1nu He 6bina TOYHO YyCTaHOBIIEHA.
Y 29,0% 601nbHbIX cucpunucom 3abonesaHve npeacTasns-
o cobor foKasaHHY penHpEKLMIO.

Cpeaun 60MbHbIX NEPBUMYHBIM MU BTOPUYHBIM CBEXUM
CUUININCOM, Y KOTOPbIX ObINM O6HapyXeHbl MepBuYyHbIe
cucunomsl, B 57,9% cnyyaes OHM O6blIM 3PO3UNBHBLIMMU,
a B 42,1% — s3BeHHbIMW. OgMHOYHbIE NEPBUYHbIE CUdIN-
nomMbl Haénoganucb y 36,8%, 6onee ogHOro NepBUYHOro
adpekTa BbIABUIN Y 63,2% NauMeHTOoB.

Y 78,9% y4aCTHUKOB MCCefoBaHUs nepBUYHbIE CU-
unoMel pacrionaranuck Ha nonosbIx opraHax, y 15,8% —
3KCTpareHnTanbHo M y 5,3% 6binn 6UNOAAPHbIMU. JKC-
TpareHuTasnbHbIe NepPBUYHbIE CUADUITOMbI TOKANU30Ban1ch
Ha ry6ax, TBepoomM HéEGe M B nepuaHanbHOW ob6nacTu.

T. 101, Ne 5, 2025
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m CamocTosTenbHoe o6palleHue m [InaHoBoe
32 MEANLIMHCKOWA NOMOLLbIO CKPUHUHIOBOE
B CBAI3W C HANIMYMEM Xanoob o6cneoBaHne
[MpuBneyeHne K 06ceg0BaHNIO HeT faHHbIX

B Ka4eCTBe NONOBOr0 napTHepa
60/bHOr0 CUUIMCOM

Puc. 3. 06cTOATENBCTBA BbISBAEHNS CUAIANCA Y YHACTHINKOB UCCNE0BaHNS, %
Fig. 3. Circumstances of syphilis detection in the study subjects, %

B 47,4% cny4aes nepBuYyHble CUUITOMbI BbITU OCIIOXHE-
Hbl (pbMO30M. Y BCeX NaumeHToB MEPBUYHOM cudunome
COMyTCTBOBAN pPervoHapHbli numMdageHut, y 5,3% 6bin
BbISIBNEH crneumun4ecknn numaHrunT.

CpeOn y4acTHMKOB WCCNeOOBaHWs, KOTOPbIM 6blif
nocTasfieH OMarHo3 «BTOPUYHBLIN CUUIIUC KOXU U CIU-
3UCTbIX 060M0YEK», KNUHUYecKasa KaptTuHa B 12,9% cny-
YaeB COOTBETCTBOBAsia BTOPUYHOMY CBexXemy cudunmcy
1 B 87,1% — BTOpU4HOMY peuunamsHomy. Kpome Toro, BTO-
pu4HbIe BbICkINaHUs Habnoganucs y 44,8% 605bHbIX paH-
HUM HempocudpunnMcoM. Hacrtora BCTpeYaeMoCcTn pasnuy-
HbIX BTOPWYHBLIX CUPUIMAOB Y MaUMEHTOB UCCNenyemMon
rpynnbl oTpaxkeHa B Tabs. 2.

Cpeon nauveHToB C OMArHO30OM «PaHHWUN Hempocu-
dunnc» cneunduyeckne BbIChINAHUA Ha KOXe U CRn3u-
CTbIX 060ro4Kax 6bInv o6HapyXeHbl B 47,1% cny4aes.
lMposiBNeHnss COOTBETCTBOBANU MEPBUYHOMY CUPUIUCY
B 4,9% cny4aeB, BTOPUYHOMY cBexemMy — B 14,6% u BTO-
puyHoMy peunamBHomy — B 80,5% cnydaes. Hu y ogHoro
13 17 60MbHBLIX NO3AHMM Herpocudunucom cneuundurye-
CKWX BbICbINaHWi BbISBNEHO He 6bINO.

37,5% naumeHToB C [MarHo3om «Herpocudunmnc»
npeabsaBnany pasnuyHble CyObeKTUBHbIE Xarnobbl, Ko-
TOpble MOrnn 6bITb OBYCNOBMEHbI CreLMdUYeckum no-
paxkeHneM HEePBHOW CUCTEMbI U OpraHa 3peHus (Tabn. 3).
Heo6xogumo, ogHako, oTMEeTUTb, 4To y 30,8% nauneHTos,
npenbsaBnABLUMX Xanobbl, UMENUCb CONMyTCTBYOLLUNE He-
BpOSIOrMYeCcKNe W/Mnm ncumxmyeckue 3abonesBaHusi, Ha-
Nn4me KOTOpbIX MOFO0 MOCAYXUTb MPUYNHOM NOSABIEHUA
OaHHbIX CYy6bLEKTUBHBIX CUMNTOMOB. Hamu He 66110 06Ha-
PpYy>XEHO CTaTUCTUYECKN 3HaYMMOM B3aMMOCBA3N Mexay
Hanuunem cy6bEeKTUBHBLIX HEBPOMOrMYEeCKMX Xanob n na-
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Tabnua 2. PacnpocTpaHeHHOCTb Pasin4HbIX BapaHTOB BTOPUYHbIX CUDUIMAOB Y YHACTHIKOB MCCIEN0BaHNSA

Table 2. Prevalence of various types of secondary syphilis in the study subjects

Pa3HOBUAHOCTb BTOPUYHBIX CUDUNUA0B

[lonsa nauuenTos, %

Po3eonesHblii cucpunug 59,5
ManynesHblii cuunug rnagkon Koxu 6,3
ManynesHbii cuunug nagoHen n NogoLLB 42,9
ManynesHbli cuunug aHoreHnTanbHol 0651acTu 27,8
ManynesHbii cudunug cnn3ncToint 060104KKM pTa n ryé 20,6
AHr1Ha cucpunuTyeckas 17,5
Manyno-nycTynesHblit CUUANA PACNPOCTPAHEHHbIN 2,4
Anoneuus cugpunutuyeckas 5,6
PacnpocTpaHeHHbIe nanyno-nycTyne3Hble BbICbINAHUS 2,4

Tabnuua 3. CyObeKTUBHbIE HEBPOOrN4ECKME Xanobbl y NaLMEHTOB C HEPoCUtnNCOM 1 6e3 cneumdnyeckoro NopaxXeHns HePBHOM CUCTEMbI
Table 3. Subjective neurological complaints in patients with neurosyphilis and without specific damage to the nervous system

Cpeam nauneHToB

Cpeaun nauueHToB CtatucTMyeckas 3Ha4MmMoCTb

Kano6bt ¢ Herpocucunucom, % 6e3 Helipocudunuca, % pasnuyumn
[onoBHas 60Jb 13,5 17,7 p=0,413
CHuXeHue 3peHns 13,5 51 p=0,014
HapyLueHune KOHUEHTpaLum BHUMaHus 12,5 13,6 p=0,859
[0N10BOKPYXEHME 11,5 9,6 p=0,690
CHuWXeHue namatu 10,6 10,1 p=0,521
PasapaxnTenbHOCTb, TPEBOXHOCTb 9,6 15,2 p=0,213
HapyuweHus cHa 6,7 15,7 p=0,028
CHUXeHMe cryxa, Wym B yLax 3,8 2,5 p=0,453
Kano6 He npeAbABNANN 62,5 63,6 p=0,900

MEHEHUSMU LepebpoCnnHanbHON XUOKOCTU, NOATBEPX-
JaroLwmMn Hanmyne Hempocugunumca.

Y 10,6% naumeHToB C HEMPOCUMPUINCOM BbINO OTMe-
YeHO Hann4me 06 bLEKTUBHBLIX CUMMTOMOB NOPaXeHUs HepB-
HOW cucTeMbI U opraHa 3peHus (Tabn. 4). OgHako y 63,6%
U3 HUX B aHaMHe3e UMENNCb yYKasaHus Ha nepeHeceHHble
Hecreunduyeckne 3aboneBaHNss HEPBHOM CUCTEMbI (MU-
enoaHuedanut, ocTpoe HapyLleHWe MO3roBOro KpoBO-
obpalleHna 1 Op.), HanM4ne KOTopbIX OKasanocb 3Ha4YMMO
B3aMMOCBA3aHO C BbISIBNIEHHbIMU HEBPONOrMYECKUMN CUM-
nTomamm (x2 = 29,648; p = 0,013).

Mo3gHuin Henpocudmnmc y 70,6% 601bHbIX NpoTekarn
6eCCUMNTOMHO, CMIMHHAA CyXOTKa U NporpeccupyoLLmi na-
panu4 coctaensanm no 5,9% cnyvaes, a 'y 17,6% 60MnbHbIX
HabnwaanMcb HEBPONOrMyYeckMe CUMMTOMbI, HO dhopma
Herpocudumnunca He 6bina yToyHeHa.

B uenomy 61,5% BUY-nHdmumpoBaHHbIX Hempocudn-
nnc npotekan 6e3 CYyObEeKTUBHbIX U OOBbEKTUBHbBIX KIUHU-
YeCcKMX CUMMTOMOB, YTO MOATBEpPXAaeT 3HA4YMMOCTb Bbl-
NOMHEHUs UCcneoBaHus LepebpocnuHanbHON XUOKOCTH
BCEM NnaumeHTam ¢ KOMHgeKLmen.
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HexxenaresibHble SBeHNS

BBVI,EI,y HenHTepBeHUNOHHOIro OunsanHa uccnegosaHue
He CconpoBOXOaJioCb KakKnMu-nmbo HexenatenbHbIMU IB-
NneHnamMun.

06cyxpeHue

Pe3rome 0CHOBHOIo pesysbTara UCcCeA0BaHNS

B rpynne nauveHToB C KOMHMEKLUMen 6O0MbLLUMHCTBO
COCTaBNANM MyX4uHbl € 4- ctagnen BUY-nHdekummn
(66,5%), C NPOMUCKYUTETHLIM NoBeaeHnem (60,8%), umes-
LUMe MOSIOBbIE KOHTAKTbl C MyX4MHamu (67,7%). OcobeH-
HOCTU KIIMHMYECKOW KapTWHbl cudmnmuca y naumeHToB
¢ BWY-uHdekumenn o6ycrnosneHbl B MepByl0 ovepeb
MMeLmMMes UMMyHodeduuMToM — 6onbluas pacnpo-
CTPaHEHHOCTb CMeumnUYEecKNX MOpaxeHNn HEepBHOW Cu-
ctembl (34,2%), BbICOKas 4actoTa pas3BUTUSA OCNOXHEHUI
(dormo3 — y 47,4% myxunH). C Opyron CTOPOHbI, OTANYMA
B KIIMHWYECKOW KapTUHe cudmnmca cB3aHbl ¢ nosefeH4Ye-
CKMMW 0COBEHHOCTAMM MaumneHTOB, B YACTHOCTU CO CKJITOH-
HOCTbIO K MPOMMUCKYUTETY U PUCKOBAHHbLIM CEKCYyallbHbIM
npakTUKaMm: 3TO O6BLACHAET YacToe MOosBMEeHNe aKcTpare-
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Tabnuua 4. O6beKTBHas KNMHYECKAst CUMMTOMATKa MOPaXeHNst HEPBHOI CUCTEMbI 1 OpraHa 3peHIst y MaLNEHTOB C HEpO- 11 0dTanbMOCUIINCOM
Table 4. Objective clinical symptoms of nervous system and eye damage in patients with neuro- and ophthalmic syphilis

Cpepau nauueHToB

Cpeav nauueHToB CtatucTuyeckas 3Ha4MMoCTb

CHMnTOMbI ¢ Henpocucpunucom, % 6e3 Hepocudunuca, % pasnu4un
e
HeycTon4YnMBOCTb NpM X0Ab6E 6,7 3,0 p=0,145
Cneuncpuyeckuin yeut 5,8 — —
Mapesbl 1 napanuyun 2,9 1,0 p=0,310
AHuzokopus 2,9 0,5 p=0,120
HapyLleHue yHKUMM MAMUYECKNX MbILIL, 1,9 1,0 p=0,610
HeBpuT 3puTeNIbHbIX HEPBOB 2,9 — —
AnunenTUmOopMHbIe NpUNagku 1,0 0,5 p=0,610
06bEeKTUBHbIE CUMNTOMbI OTCYTCTBOBAMN 89,4 90,9 p=0,683

HUTanbHbIX (21,1%), MHOXECTBEHHbIX NEpPBUYHbIX (63,2%)
CUCWIIOM M BbICOKYHO YacToTy pemHdekumn (29,0%).

06cyxfieHne OCHOBHOIO pesynbTara UcCieA0BaHNS

lpynna naumeHToB C KOWMHMEKUMEN XapakTepuso-
Banacb 3Ha4uTenbHbIM MpeobnafgaHvemM nnL, MYXCKOro
nona (91,8%), monogoro Bospacta (Q, = 34 roga), a Tak-
Xe MY>XUMH, UMEBLLMX MOSOBbIE KOHTaKTbl C MY>XXYMHaAMM1
(67,7%). Oona MyX4unH cpefu 60MnbHbIX C KOWMHMbeKumen
okasanacb CyLLeCTBEHHO Bbille Takosow B rpynne BUY-
VMHMULMPOBAaHHBIX MauMeHToB, He 60MnetoLLmnX CUOUIUCOM.
CornacHo gaHHbIM defepanbHOro Hay4HO-MeTOQNYECKOro
ueHTpa no npodunaktnke n 6opbbe co CMLOom, cpean
BCEX XMBYLMX C BUNY poccusaH MyX4UmHbI COCTaBnsOT
62,3%, cpegu BnepBble BbIABAEHHbIX B 2023 r. nx 6bIn10
60,5% [1]. NeHOepHOe COOTHOLLEHUE C HE3HaYUTENbHbIM
npeobrnagaHveM MYX4YUH COXpaHsfeTcs B cybrnonynauum
BUY-nHunumpoBaHHbiX B PO yxe AOnNUTENbHOe BpeMms:
Hanpumep, B 2013 r. ona MyX4YMH Cpeau nuu, XXUBYLLINX
¢ BWY, coctaenana 62,8% [9]. 3HaunTensHoe npesanu-
poBaHve MyX4uH B HabnofasLUencs HaMmu rpynne nauu-
€eHTOB C KouHdekumen (91,8%) cornacyetcs C AaHHbIMU
3apy6exHbIX UccrnefoBaHuii, aBTopbl KOTOPbIX Takxe 06-
patunu BHWMaHWe Ha YyKasaHHylo aucriporniopumio. Tak,
F. Sarigul n coasT. n D. De Francesco n coasT. 06Hapyxu-
NN, 4TO [ONA MYXYUH CPeau MaumeHToB C KOMHMeKunen
cocTtaBnseT 89,3-90,0% [10, 11].

BeposTHO, Takoe pasnuuve mMexay rpynnamv naum-
E€HTOB C KOWHpeKumen n MoHouHdekunen BNY moxet
6bITb 06BACHEHO OCOBGEHHOCTAMN NYTEN 3apaxeHus. 3a-
paxeHue cNUNMCoM NMPOUCXOANT NOYTU UCKITIOYUTENBHO
NonoBbLIM MyTeM, NOSTOMY B rpynne naunmeHToB C KOWH-
dhekumen npeobnagatoT MyXUnMHbI C PUCKOBAHHLIM CEKCY-
anbHbIM NoBefeHveM. B rpynne nuu, nHOUUMPOBAHHbIX
Tonbko BVY, B P® no-npexHeMy cyLiecTseHHa ons 3a-
pasvBLUMXCA napeHTepanbHbIM nyTeM. Cpegn BCEX WH-
duuupoBaHHbIX BUNY poccusiH ¢ nM3BECTHOW MNPUHMHON
3apaxeHusi, BbiiBneHHbIX B 1987-2023 rr., 53,7% 6binun
3apaxeHbl Npy ynoTpebneHnm HapKoTnkos [1] n npmn aToMm
He 06s13aTefNlbHO OTNNYanuUCb PUCKOBAHHBLIM CeKcyallb-
HbIM MOBeAEHNEM.

T. 101, Ne 5, 2025

Mo HawmM gaHHbIM, NauMeHTbI C KOMHGEKLMEN B cpea-
HeM ObINN CYLLEeCTBEHHO MOJIOXe TeX, Yy KOro BbliiBfieHa
Tonbko BUY-nHdekumsa. Y yy4acTHUKOB Hallero uccre-
JoBaHusA cudunuc Yalle avMarHoctMposanu B BoO3pacTte
0o 40 net (73,9% cny4aeB), B TO BpeMS Kak Mo OaHHbIM
®depepanbHOro Hay4Ho-MeTOAMYECKOro LieHTpa no npodm-
naktuke n 6opsbe co CMNOom B 2023 r. B Poccuun nmuib
46,9% BHOBb BbIfIBNEHHbIX cnyvaes BUY-nHdekummn npum-
wnock Ha 3toT Bo3pacT [1]. O4eBMOHO, YTO NaAUMEHTHI
C KOMHeKLMen OTNNHatTCa PUCKOBAHHBIM CeKCyasibHbIM
nosefeHnemM u 3apaxarotcsa cucunmcom n BUY nonosbim
nyTem B nepuoj MakcumarbHOW CeKcyanbHON aKTUBHOCTH
B Bo3pacTe fo 40 ner.

67,7% MYX4MH, y4acTBOBaBLUNX B HalleM UCCrefo-
BaHWW, BCTyNanu B roMOCEKCyarbHble MONOBble KOHTaK-
Tbl. MCM, Takum 06pa3om, COCTaBUIIM OCHOBHYIO 4acTb
rpynnbl NauMeHTOB C KOMHdekumen. ITo cornacyetcs
C AaHHbIMM 3apy6eXHbIX MICTOYHUKOB, COMNacHO KOTOPbIM
MCM sBnst0TCA OCHOBHOW Fpynmnov pycka 3apaXeHusi cu-
cununcom, coctaenasa 86—90% BCeX BHOBb BbISIBIEHHbIX
cnyyaeB 3ab6onesaHus [12—14]. Takxe MCM BbicTynatoT
Kflaccn4yeckom faepHon rpynnon nHdpuumposaHns BUY.
3a nepuopg ¢ 2013 no 2023 r. B Poccun pons 3apasume-
wuxca BUY npu romocekcyansHOM KOHTakTe BO3pocna
¢ 1,0 go 5,6% [1, 9]. NMpu nccnegosaHMm 06pPa3LOB KPO-
Bu B 2023 . caMylo BbICOKYIO 4acToTy BbifBneHus BUY-
WHbekuMn perncTpmposanu uMeHHo cpegn MCM —
20 806,7 nonoxuTensbHbIX Ha 100 ThiC. NPOTECTUPOBAHHbLIX
o6pasuos. Takum ob6pasom, MHPULMpoBaHHbLIM BUY oka-
3anca kaxpabli nATbid cpegn obenepoBaHHbix MCM —
B 31O rpynne BUY-nHdekuusa sctpeyanack B 123,8 pasa
Yyalle, 4em cpegHem B cTpaHe (168,0: 100 000). B gpy-
rnx rpynnax pucka gons BNY-nonoxutensHbIXx 06pasLos
6bIna 3Ha4nTeNbHO HMXe: 4622,2 cnyyasa BUY-nHdekLmm
Ha 100 TbiC. NpoTEeCTUPOBAHHbLIX 06pa3uoB — cpeau nuu,
KOHTaKTHbIX no BWY-uHdekumnn; 1252,1 : 100 000 —
cpean HaxodfwwMxcs B MecTax JMWeHus cBobofabl;
928,6 : 100 000 — cpegu noTpebUTENEen MHLEKLNOHHbIX
HapkoTukos; 898,5: 100 000 — cpegu nuu, 3aHUMalo-
LLMXCH OKa3aHMeM KOMMEPYECKUX CeKCyallbHbIX YCNyr;
4281 : 100 000 — cpeau nNuy ¢ NOAO3PEHMEM WU HaNN-
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Ynem NoATBepPXAEHHON NHdeKUMU, NnepefasaemMon nono-
BbIM nyTem [1].

58,4% Hawmx naumeHtoB C cudunucom n BUY-
WHMEKUMEN UMENN MHOTOYUCIEHHBLIX MOMOBLIX MNapTHe-
poB, Mpu 3TOM BCerfa npakTMKosanu 3alluLLeHHble Cek-
cyanbHble KOHTaKTbl nuwb 4,9%. OnbIT ynoTpebneHus
HapKOTMKOB B Te4YeHue XMN3HN umenn 23,0% y4acTHUKOB
uccneposaHns U nuwb 3,1% SABASANUCL OEUCTBYIOLLUMMMU
HapkonoTpebutenamu. IToT akT Hapsgy C 60MbLUOK OO-
nen nuu, XapakTepusyHLLMXCS PUCKOBAHHLIM CeKcyarsb-
HbIM NOBEeJEHNEM, eLLie pa3 NofyYepkMBaeT posib MNoI0Boro,
roMocekcyarnsHoro nytu sapaxeHuvsa BUY un cudmnmcom
B uccnepgyemoin rpynne. 88,2% y4acTHUKOB ucclenoBa-
HUA yxe 6binn 3apaxeHsl BUY, korpa y HuX 6bin o6Ha-
pyxeH cucunuc, T.e., 6yayun BUY-uHpUUmpoBaHHbIMU,
OHW HEe CHU3WIU YPOBEHb CBOEro NoBefEeHYECKOro pucka.
O6 3TOM Xe CBMAETENbCTBYIOT BbISIBNEHHAA CKIIOHHOCTb
K MPOMUCKYUTETY N HU3Kas NMPUBEPXEHHOCTb K UCMONb30-
BaHWIO Npe3epBaTUBOB.

B nccnepyemoin rpynne npeo6nagany naumeHTbl ¢ Ta-
xenbimn dpopmamu BUY-nHdEKUMM, OCMOXHEHHBIMU KO-
MOPOVIHBIMU  3260M1EeBaHUSAMU U OMMOPTYHUCTUYECKNMN
nHekumamun: y 71,2% y4acTHMKOB uccrefosaHus 6bina
anarHoctupoBaHa 4-a ctagus BUY-uHdekumun, y 75,3%
BbIiBNeHbl BUY-accoummpoBaHHbie gepmatosbl. Cpeam no-
cnepHux 6b1nn Hanbonee pacnpocTpaHeHbl KAHAMO03 KOXMN
N cnn3ncTbix obonoyek (49,7% naumeHToB), cebOopenHbIn
gepmatnt (27,0%) n peunameupyoLas reprnecsmpycHas
nHdekuma (25,0%). 3apybexHble nccnegosaTeny coob-
LalT O CYLECTBEHHO MeHbLUer fone 60fbHbIX Ha cTa-
avm ClMN[Oa cpegun naumeHToB ¢ konHgekumen — ot 15,0
00 52,9% [11, 15—-17]. Be3ycnoBHo, TOT (haKT, 4To 66NbLUASA
4YacTb HalLMX MaLWEHTOB yXXe Haxofunach Ha cTafgmm BTO-
pW4HbIX 3a60neBaHnii, He MOI He OTPa3UTLCA Ha TeYeHUN,
AMarHocTuke cudunuca n pesynesrarax ero neveHus. Pac-
npocTpaHeHHocTb BWY-accoummnpoBaHHbIX  [epmaTo30B
B vccnefyeMon rpynne co3faeT onpeferneHHble TpyaHo-
CTV npy auddepeHumansHon AMarHoCcTuke Hecneumdu-
YeCKWUX BbICbINMAHUI C cUMMTOMaMu cudmunmca n Moxet
CrMoco6CcTBOBATL 3ano3fanon AMarHocTUKe nocrnefHero.
Tak, N.K. Pradipta n coaBT. onucanu cnyyan KonbLeBug-
Horo cudmnupa y BUY-nHdmnumposaHHoro 605bHOro BTo-
pUYHBIM CBEXWUM cudmnmcoMm. KapTuHa KonbLeBUOHOro
cucunupa nmmutrposana nposiBNeHns pspga XpoHUYeCcKux
[epmarto30B, U 3abonesaHue OUTENbHO OocTaBasnocb He-
pacnoaHaHHbIM [18].

Cudmnutnyeckue BbICbINAHUA Ha KOXE MU CAM3UCTbIX
obonoykax otcytcTeoBanu y 54,6% y4yacTHUKOB Hallero
nccneposaHus. AHanornyHele ceefieHns npusogat R. Lang
W COaBT., COOBLIMBLLME O TOM, 4TO Y BUY-no3uTUBHLIX Na-
LMEHTOB U3 KOropThbl, HaxofmMBLLeNCcsA nop HabnogeHnem
B r. Anbbepta (Kanaga), cudunuc npoTekan naTeHTHO
B 50,8% cny4aeB 1 6bIn AMarHoCTUPOBaH TOMLKO NpU py-
TUHHOM CKPUHWHIOBOM o6cnefosaHum [19].

Hawm gaHHble 0 YacToTe pevHdeKUmMIn B uccnegyemon
rpynne cornacytTcs ¢ coobiieHmeM R. Lang 1 coaBT., KO-
TOpble TakXe BbISBUMM Clly4an MOBTOPHLIX MH(ULMpPOBa-
HUA cudpunucom y 28,0% BUY-NO3UTUBHLIX YyHaCTHUKOB
KoropTHoro uccnegosaHus B KaHage [19]. E. Petrosky n co-
aBT. NpeAcTaBun CBefeHNst O NOBTOPHbLIX 3apaXKeHUsX cu-
dumnucom 39,8% BUY-mHbuumposaHHeix MCM B ceBepo-
3anagHbix wrartax CLUA B 2008-2013 rr. [20].

K ocob6eHHOCTAM MposiBIEHUI MePBUYHOro nepuopa
cudunnca y naunmeHToB C KOMHMEKLMEN MOXHO OTHECTU
60NbLUYI0 PacrpoOCTPaHEHHOCTb MHOXECTBEHHbLIX Mep-
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BUYHbIX cudunom (63,2%), saKcTpareHnTanbHbIX U 6UMNo-
NAPHBLIX NepBuYHbIX cudunom (21,1%) 1 NepBUYHBIX CU-
OUNIOM, OCMOXHEHHbIX (MUMO30OM (Y 47,4% MYXUUH).
AHanorn4yHele faHHble — 67% MHOXECTBEHHbIX NepBuY-
HbIX cucunom y naumeHToB ¢ BUY-nHdpekumeln (npotme
32% y BWY-HeratmBHbIX) — npuBogat A.M. Rompalo
n coasT. [7]. C.P. YTy u coaBT., npoaHannauposBasLLne
KNIMHUYEeCKME OCOBEHHOCTU paHHUX opM cudunmca
Ha npuMmepe KpynHou BblI6OpkK BUY-HeraTmBHbLIX 601b-
HbIX, COOOLWMIN O BbIABNEHUN 46,6% MHOXECTBEHHbIX
LLIAaHKPOB, NuLLb 2,4% — aKcTpareHnTanbHblix U 14,3% —
OCJTOXXHEHHbIX huMo3om [21].

Haunbonee 4acTbiMu MPOSIBNIEHUSAMU BTOPUYHOIO CU-
dunnca y Hawmx naumeHToB 6bIn Po3eosie3HbIi cudn-
g (59,5%), nanynesHbl cudunmg nagoHer U NofoLB
(42,9%), a Takxe nanynesHble BbICbINAHNA Ha FEHUTaNUsAX
1 B NepraHanbHon obnactu (27,8%). A.M. Rompalo u coasr.
O6HapyXuBanu CUUIUTUYECKYIO PO3€osly 3HaYUTEeSIbHO
pexe — y 36% BUY-nHdmumMpoBaHHbIX 60/bHLIX CUNIN-
COM, a nanyrnbsl NagoHen 1 NOAOLLB U FreHUTannin — Harpo-
TMB, vaiwle (y 73 u 33% nauMeHTOB COOTBETCTBEHHO) [7].
Mo paHHbIM M. Arando 1 coaBT. Hanbonee 4acTto y BNY-
VMHMPULMPOBAHHLIX MauMeHTOB BCTpeYanuchb nanynesHble
BbICbINAHNA Ha MOMOBbIX opraHax (69,2%), nagoHax u no-
powsax (41,5%), cudmnnutnyeckas avrmHa (23,1%) [22].
Cpegam y4aCcTHUKOB Hallero nccnegoBaHna peako BCTpeya-
nacb cndunutTnyeckasn anoneuns — Nk B 5,6% cny4vaes
(npwu aTOM y 85,7% naumeHToB HabMoganace Menkooyaro-
Bas ny 14,3% — anddysHas anorneums BONOCUCTON Ya-
CTW ronoBbl). ATOT pe3ynsraT NPOTUBOPEHUT COOOBLLEHMIO
W.A. OpnoBow, HabnogasLlern onddy3Hyo 1 Menkoo4varo-
Byto anoneuuio y 37,5% BUY-nHDUUMPOBaHHBLIX 60MbHBLIX
cndunucom, npuydem anddysHyo anoneumio oHa obHapy-
XuBarna vale, 4em menkoodarosyto, — y 30,1 n 7,4% na-
LIMEHTOB C KOMHDEKUMNEN COOTBETCTBEHHO [23].

MposiBNeHna 31oKa4yecTBEHHO MNpOoTeKaloLwero BTO-
puyHoro cudunuca ¢ pacnpocTpaHeHHbIMU Manyno-
NyCTYyNe3HbIMU BbICbINAHUSAMWU ObINIM OTMEYEHbl Hamwu
B 2,4% cny4aes. Y 3TUX NauMeHTOB Ha MOMEHT BblIsiBfe-
HUA cudmnmca 6s1nmM guarHocTuposaHsl ctagun 46 n 4B
BUY-uHdekuun, Ho npu atom APBT oHW He nony4yanw.
B nccnegosaHusx, nposefeHHbIX B 1990-e roabl, aBTopbI
4acTo OTMeYarnu BbICOKYIO 4acTOTy 3/10Ka4eCTBEHHOro
cudpunnca y naumentos ¢ BUY-nHtekumen [6, 24]. Tak,
H. Schofer un coaBT. B 1996 . coobwmnun o 7,3% cny4a-
€eB 3roKkayectseHHoro cudunmca cpegn 11 368 BUY-
MHUUMpoBaHHbIX [6]. E.B. MaHawesa B 2023 r. o6Ha-
pyXuna [UCCEMUHMPOBaHHbLIE  Nanyno-nycTynesHble
cnpunuapl y 7,7% 605bHbIX C KOMHEKLMen, BO BCeX
cny4asax y Hux Haémoganucb ctagum 46 n 4B BUY-
MHbekumn, nporpeccuposasLumne 6e3 APBT [25]. OgHako
no WHgopmauum [pyrux uccrneposartenen [onsa nauu-
E€HTOB CO 3/10Ka4YeCTBEHHO MPOTEKALWMM CUPUIMCcCom
cpean BUY-MHOUUMPOBaAHHLIX He NpeBbillaeT TakoBYIO
B obLen nonynauum: 0,6% no gaHHeiM U.A. Opnosoi [23].
Mpu atom C.P. YTu 1 coaBT. 06HapyXunu nanyno-nycry-
nesHole cudpunuapl y 1,5% BNY-HeraTtuBHbIX 60S1bHbIX CU-
dunucom [21], O.I. KanyrnHa — y 1,4% [26]. O4eBngHo,
4YTO [ONSA NAUWEHTOB CO 3/I0Ka4eCTBEHHO MPOTEKaoLLMM
cUUINCcomM B UCcrenyemMon rpynne Hanpsamyto 3aBucuT
OT KONn4yecTBa B HEM naumeHToB co ctaguamm 46 u 4B
BUY-uHdekuun n ot npoueHTa nx oxsara APBT.

Ha BbICOKMA pUCK pasBuUTUA MaHUMECTHLIX creum-
UYecKMx nopaxeHWn HepsHOM cuctembl Yy BUY-
MHPMLMPOBAHHbLIX NauMeHTOB ykKasbiBatoT MHOrne uccne-
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posarenu [6, 27, 28]. Cuutaercs, 4TO pUCK BO3HUKHOBE-
HUA Hempocudmunnca Ha oHe BUY-uHbekummn B 3—6 pas
Bbllle, YyeMm y BWY-HeratusHbIX nauueHToB. Hanpumep,
no gaHHeiMm M.M. Taylor n coaBT. YactoTa Hepocudunun-
ca cpeau nuu, nHdpuumposaHHbix BUNY, coctasnsana 2,1%
no cpasHeHuto ¢ 0,6% cpeam nuu, 6e3 BNY-nHpekumn [29].
Cpeu y4aCTHWMKOB HaLLEero uccrnenoBaHus crneundunye-
CKWe nopaxeHns HepBHOW CUCTEMbI ObINv NOATBEPXKAEHbI
pesynsratamu uccrnefosaHusa LepebpocrnuHanbHON XNOKo-
ctn B 37,2% cnyvaes. Y 61,5% nauneHToB Herpocudumnuc
npotekan B oopMe 6eCCUMMTOMHOIrO MeHUHruta. AHano-
FMMYHYIO0 4YacTOTY CKPbITOro CUMUIIUTUYECKOTO MEHUHruTa
y BUY-nHdmumposaHHbix naumeHtoB (B 57,8% cny4aes)
o6Hapyxwunm N.A. OpnoBa n coasT. [23].

KnuHnyeckne CUMNTOMbI MOPaXeHWs HEpBHOW Cu-
CTeMbl, HabmnogarLmecs y naunmeHToB C KOUHMpeKunen,
He MaTOrHOMOHWYHbI U MOTYT ObITb OGYCNOBMEHbI BNUS-
HMeM Kak 6rnefHon TpernoHewmsl, Tak n BUY. N3BecTHo,
4YTO Ha 4-n ctagum BUY-mHekunn nopaxkeHne HepBHOW
cuctembl HaénmogatT B 30-40% cnyyaes npu OTCYTCTBUU
cucunuca. B Hallem nccneposaHum 06bEKTUBHbIE NPU3HA-
K1 nopaxxeHns HEPBHOW CUCTEMbI Y MauMEHTOB C HEMPOCK-
dunmcom 6binmn obHapyxeHsl B 10,6% cny4vaes. Npu aToM
y 63,6% 605bHbIX C MAHUMECTHBLIM MOPaXEeHNEM HEPBHOM
CUCTEMBblI WUMENUCb COMYTCTBYIOLLUME HEBPONOrMyeckne
W/nnm NcMxu4eckne 3aboneBaHusl, Hannyne KoTopbiX OKa-
3a50Cb 3Ha4YMMO B3aUMOCBS3aHO C BbISIBIIEHHBIMU HEBPO-
nornyecknmm cumntomamu (x2 = 29,648; p = 0,013). C gpy-
roN CTOPOHbI, HAMWU He ObINO BbLISBIEHO CTATUCTUYECKU
3Ha4YMMOWN B3aMMOCBA3N MeXAy Hann4mem O6bLEKTUBHOM
HEBPONOrM4YeCcKOn CUMMTOMATUKN U N3MEHEHUAMU Liepe-
6pocnunHanbHOM XUAKOCTHY, MOATBEPXAAOLWMMU Hanvyne
Herpocudunuca. Bengy oTcyTCcTBUS Npu Hempocudunmnce
NaTorHOMOHWYHLIX CUMMTOMOB He NpefcTaBnanocb BO3-
MOXHbIM AnMdepeHUnpoBaTb UMEBLUMECH KITUHUYECKue
NPU3HaKn Kak 06YCNoBIieHHble CUMUIIMCOM WU Hecre-
unuryeckummn 3abonesaHnsamMu. VIicknoyeHme coctasnanu,
no-BMAMMOMY, TOSIbKO Cnyyaun yBeuta U HeBpuTa 3putenb-
HOro HepBa, Hecneunduyeckas 3TMONOrNa KOTOPLIX NpPea-
CTaBNseTcs MaroBeposTHON.

Y 54,6% y4acTHMKOB Hallero uccnegoBaHuUs OTCYT-
CTBOBaNN CUPUIUTUYECKME BbIChINAHUS Ha KOXE N CIN3n-
cTbix obonoykax. CyllecTBeHHas [ons cpeau nauvMeHToB
C KOVHeKumen 60sbHbIX NaTeHTHbIM CUUINCOM, KO-
TOPbIA MOXET ObITb BbISIBIEH TOSILKO MpU NnabopaTtopHOM
o6cnefosaHumn, nogyepkmBaeT ocobyto 3Ha4MMOCTb pery-
NAPHOro CKpUHWHra Ha cudunuc BUY-nHdmumpoBaHHbIX
naumeHToB. MNMpuHMMasn BO BHUMAHME PUCKOBAHHOE CEKCy-
anbHoe nosefeHune npeacTaBuTenen nccnegyemMomn rpynnoi
N BbICOKYIO 4acTOTY MOBTOPHbIX 3apaXeHun CUUIUCOM
(29,0%), BepoATHO, 6bI10 6bl LENecoobpa3HO YBENNHNUTD
4acTOTY CKPUHMHIOBbIX 06CNEefoBaHNA C HbIHELLHEro ofa-
Horo o Asyx pas B rof. Nog4vepkHeM, 4To B Xofe PYTWH-
HOro CKpWHWHra cudunuc 6uin auarHoctTuposaH y 55,6%
Y4aCTHUKOB UCCNEefoBaHus.

Y BUY-nHULMpoBaHHbIX naumeHToB B 60,9% cny4a-
eB 3aborneBaHue BbIABNANM cnycTa 12 mMecsiueB n 6onee
nocrne 3apaxeHus NMbo MNPOAOIKUTENBHOCTL cudmnmnca
He ygaBanocb YTO4HWUTb. OTCPOYEHHOE Hayano JieyeHus
Y NauUMEeHTOB C KOMHMeKLMen, HECOMHEHHO, yXyaLLaeT rnpo-
FHO3 M cOo3haeT NPeanocbKU Ana passBuTUSA cepornoruye-
CKOW pe3NCTEHTHOCTU.

MCcTOYHMK 3apaxeHns cuunnncom naumeHToB C KOMH-
doekumen 6b11 yCTaHOBNEH NULb B 4% cny4daes, YTO MOX-
HO OOBLACHWUTL MPOMUCKYUTETHLIM MOBEAEHNEM MHOIMX
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Y4acCTHWKOB UCCrefoBaHus, Korga He ypgaeTtcs npusnedb
K 06CnefoBaHnio MHOMOYUCIIEHHBIX CIy4YarHbIX MONOBbIX
napTHEpPoOB, a TakXe TPYOHOCTbIO YCTaHOBNEHUs [oBe-
pUTENBHOrO KOHTaKTa [epmartoBeHeposiora c npepcTa-
BUTENSIMU  BbICOKOCTUIMaTU3NPOBAHHOW  Cy6nonynsauum
BUY-nHpmumpoBaHHbix MCM. TpygHOCTb npoBedeHust
OOMKHOMO 3NMAEMUOSIOrMYecKoro paccnefosaHusa B AaH-
HOW rpynne MOBbLILEHHOro MNOBEAEHYECKOro pucka 3a-
paxeHus cudunmcoMm cnocobcTsyeTr Tomy, 4To BUY-
WHMUMpoBaHHble MCM B HacTosilLee Bpemsi ABASIOTCA
anepHor rpynnoi no 3aéonesaemocty BUY n cudpmnucom
M pacnpocTpaHeHuto 3TUX MHPEKLMIN NONoBLIM MyTeM B 06-
LU0 MONynauumio.

lMokasaTenem pUCKOBaAHHOIO CEKCyasrbHOro rnoBefe-
HWA NpefcTaBuTenen nccneayemMon rpynnel BbICTYNaeT Bbl-
AIBMIeHHas HaMu BbICOKas YacToTa penHdekuuin cudunumca.
Oco6eHHocTbio cndunmnca y MCM no cpaBHeHMIO € reTepo-
CeKcyarbHbIMU My>XYMHaAMKN 0Ka3asoch TakxXe To, YTO Y HUX
Yalle perncTpyvpoBsanu MaHudecTHble hopmbl cudunuca
(55,9 npoTne 39,5% COOTBETCTBEHHO; X? = 5,886; p = 0,021),
a Takxe paHHue dopmbl cudmnuca (87,1 npotus 69,7%;
X2 =10,423; p = 0,002).

OrpaHn4eHns NCCnenoBaHNs

lMpoBeneHHOe nccnegoBaHMe NMeNo OrpaHuyeHuns, Ko-
TOpble MOrfY NOBMUATbL Ha cAenaHHble HamMu BbIBOAbI. Bo-
nepBbIX, OHO NpoBeAeHO Ha 6a3e eguHCTBEHHOro LleHTpa
CNWMda, xoTa 1 ogHOro 13 cambix KpynHbix B Poccun. Hamum
npoaHanuM3npoBaHbl BCe OOCTYMHblE UCTOPUN BONE3HN Na-
LIMEHTOB C KOUHEeKLMEeN 3a AOBOSbHO ANUTENbHbIA nepu-
Of1 BpeMeHW, oHaKo pa3Mep BbIGOPKM BCe Xe Obin orpa-
Hu4eH 280 y4acTHMKaMu, 4To, 6e3yCroBHO, He NpeTeHayeT
Ha popmMaT LUMPOKOMACLUTA6HOro KIMHUKO-3NMAEMUNONOrn-
4Yeckoro nccnegosaHus. Bo-BTopbIX, OLEHKY 0CO6EeHHOCTEN
cudunmnca y naumeHToB ¢ KOMHMEKLUMER, pacnpocTpaHeH-
HOCTU PasfMyHbIX BApUaHTOB CUMUIMAOB Mbl NPOBOAUMAN
Ha OCHOBaHWUM AaHHbIX amMO6ynaToOpHbIX KapT, YTO BHOCMUT
B MCCnegoBaHue 3f1eMEHT CYObeKTMBHOCTU, TaK KakK OT-
CYTCTBYET rapaHTusi TOMHOCTU U MOMAHOTbI ONUCAHWUSA KNK-
HWYECKOW KapTuHbI nevalummu Bpadyamu. B cBssn ¢ atum
nosly4eHHble HaMU pesynbTaTthl, 6e3yCNoBHO, HE JAlOT BO3-
MOXHOCTW 3KCTpanonupoBaTb MX B Maclutabax cTpaHbl
1 penatb rnobanbHble 0606LeHNss. OHM UMEIOT 3HaYeHME
B KayeCcTBe OpuveHTupa Ans nocnegyowmx 6onee Macco-
BbIX W Freorpaguyeckn paclLUMpeHHbIX NccrnegoBaHum.

3aknioyenue

OC06€eHHOCTAM COBPEMEHHOW KIIMHWUYECKON KapTWHbI
cudmnmca npu KouHdpekumm BUY B oTedecTBeHHOM nuTepa-
Type MOCBALLEHO OrpaHUYeHHOe KONMMYecTBO MyGnmMKaLuii.
Bo MHorom npefcrtaBneHuss BEHEpOsoros 06 OTNMYUTENb-
HbIX NMpU3Hakax cudunuca, npotekaroLwero Ha oHe BUY-
MHMEKLMKN, OCTalOTCA Ha YPOBHE UCCNenoBaHUA paHHero
nepuopa nayyexuns BUY, no sBHegpeHus B npakTuky APBT.

Hawwm pesynbTaTel NokasbiBaloT, YTO Yy NauneHToB
¢ BUNY-nHpekumnen knuHmyeckas KaptnHa cudunmca oT-
nn4aeTca OT «KNacCU4eCKom» pacnpocTpaHeHHOCTbIO
pasnuyHbIX BapnaHToB CUMUIMOOB M 4ACcTOTON pa3Bu-
TUS OCNOXHEHWIN. DTW OTNNYMSA 0OYCNOBMEHbI KAK UMMY-
HoaedUUNTOM, TaK 1 NoBedeHYEeCKUMU OCOBEHHOCTAMM
nauneHToB, B YaCTHOCTU CKIOHHOCTbLIO K MPOMUCKYUTETY
M PUCKOBaHHbLIM CEKCYyaribHbIM NpakTUKaMm, YTO O6BLACHS-
€T YacToe NosiBNeHne sKcTpareHnTasnbHbIX, MHOXECTBEH-
HbIX NEPBUYHbLIX CUUNOM, BLICOKYIO YaCTOTY peuHdek-
uunn (29,0%).

BecTtHrk gepmatonorum u BeHeponorun. 2025;101(5):65-77 W
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Y 54,6% BWY-nHMUMpOBaHHLIX MauneHToB cudu-
nMc npoTekan 6e3 BbIChbIMaHWM Ha KOXE W CIU3UCTbIX
060r04Kax, 4YTo 3aTpygHsno AMarHOCTUKY W MoBbilwano
3HAYUMOCTb PErynAPHOro CEPOSIorMYECcKOro CKpPUHUHrA.
Mpu pyTUHHOM CKpWHUHIEe cndoununc 6bin BbisBeH y 55,6%
NnaumneHToB C KOMHMPEKLMEN.

Haunbonee w4acton KnuHWYeckon popmon 3aborne-
BaHus y BWY-MHMUMPOBaHHBIX ABMANCA Herpocudu-
nuc (37,2% cny4yaes), y 61,5% nauvMeHToB NpOTEKaBLUMIA
B bopMe naTeHTHOro MeHuHruTa. Bbicokas pacnpocTtpa-
HEHHOCTb N 6ecCUMIMTOMHOE TedyeHne crneunduyecknx
nopaxeHu HepsBHOW cucTembl y BUNY-MHMMLMpOBaHHBIX
OVKTYIOT HeOo6XOAMMOCTbL  BbIMOMHEHUS  UCCnefoBaHus
LiepebpoCnuHarnbHON XUOKOCTU BCEM NauMeHTam C KOWH-
dekumnen.

Y 60,9% y4yacTHUKOB MCCNefoBaHWUA NPOOOMKUTESb-
HOCTb cUdMIMca Ha MOMEHT MOCTaHOBKWU AnarHo3a npesbl-
wana 12 mecsues unu He 6bina To4HO ycTaHosneHa. bonb-
was nNpoAoMHKUTENbHOCTL 3abonesaHuss M OTCPOYEHHOEe
Ha4ano fevyeHns y naumMeHToB C KOMHMeKkuuen yxyawaroT
MPOrHO3 U CO3[A0T NPEANOCHINKK ANA PasBUTUSA Ceporo-
rMYECKON PE3UCTEHTHOCTH.

475

MCM B rpynne nauMeHTOB C KOWHMEKLUMElN cocTas-
nanu 55,9%, oTnu4anuce BbICOKUM YPOBHEM MoBefeHYe-
CKOro pvcka nonoBOro 3apaxeHusi cucmnucom (mpomm-
CKYUTETHOE NoBefieHne, HM3Kkas Yyactota UCnonb30BaHus
npesepBaTunBOB). Bbicokas cTeneHb cTurMaTndaumm aTmnx
MYX4MH, OOYCMOBNEHHaa KaK CceKcyallbHbIMW Mnpepano-
YyTeHUsMKU, Tak U Hanuuvem BUY-nHpekuuun, cospaet
TPYAHOCTU MpU YCTaHOBNEHUUN [OBEPUTENbHOrO KOHTaK-
Ta C HUMK, HEoBXoOAMMOro AN NPoOBefAeHUs [OSHKHOro
3NNAEMNONOrM4ecKoro paccrnefoBaHua Npu BbISBIEHUN
cudpunuca. Ha 310 ykasbiBaeT pefkoCTb YCTaHOBEHWUs
WCTOYHMNKOB 3apaxeHus cudunmncom (4,0% cny4yaes). BUY-
MHUUmMposaHHble MCM aBnsoTCs, C OQHON CTOPOHbI, CO-
LmansHoO ya3BMMONM cybrnonynsaunen, a ¢ apyron — «agep-
HOW» rpynnon B OTHOLLEHUWN pacrnpocTpaHeHns cudunmnca
n BUY-nHdekunn. B cBA3KM € 9TUM HEO6GXOoaAMMbI paspa-
60TKa, anpobauua 1 BHeApPEeHWe B MpakTUKY afpecHbIX
NPEBEHTUBHLIX MPOrpamMm, HarpasfieHHbIX Ha CHUXeHue
PUCKOBAHHOIO CekcyasnbHOro nosefeHus n cturmartumaa-
Lun npeacrtaBuTenet AaHHOW rpynnel, a Takxe pacLuu-
peHve BO3MOXHOCTEN MX o6cnefoBaHuns Ha WMHMeKuuu,
nepenasaemsble nosiosbiM nytem. [
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BO3MO}KHOCTI/I AEPMATOCKOIINH B AHATHOCTUKE B-KAeTOUHBIX
AMOM KOKHI

© Kapamosa A.3.", Aynosa K.M.™, Hedbegosa M.A.", LLieknakosa M.H.", FopexkoBaJ1.I 2, Kospuruda A.M.%3

"ToCyapCTBEHHBIA Hay4HbIiA LIEHTP EPMATOBEHEPONOrN 1 KocMeTonoriu, Mocksa, Poccus

2HaumoHanbHbIi MEANLMHCKIAN MCCRenoBaTeNbCKIA LIEHTP remaronoruu, Mocksa, Poccus

$TepBblit MOCKOBCKIIA rOCYAPCTBEHHbIA MeaULMHCKMA YHIBEPCUTET uMeHM U.M. CeveHoBa (CeyeHOBCKIA YHIBEPCUTET),
Mocksa, Poccus

ImnarHocTturka B-KneTouHbIX IMMGOM KOXWN ABNAETCS CIOXHOW KNMMHNUYECKON 3aaden B CBA3MU

C HECNeungU4HOCTBIO KOXHbIX MPOSBEHUN Npu AaHHoW Ho3onormuu. C 2015 r. gepmartockonus
NCMoNb3yeTcs B Ka4eCTBE AOMOMHUTENBHOrO METOAA UCCneaoBaHUs A AMarHoCTUKN B-KNeTouHbIX
nmMmdom Koxun. lepmaTockonua — HegopPOron, HEMHBaA3UBHbLIN U 6€360Ne3HEHHbIN METOA ANArHOCTUKM,
NO3BONSAOLLNIA 6bICTPO NOAYUNTL AOMNONHUTENBHYIO MHOPMaUnio o 3aboneBaHnn. N3secTHble

B HacTosiLLiee BpeMs AePMaTOCKONMNYECKNE MPUSHAKM C YHETOM KITMHUKO-aHAMHECTUYECKUX JaHHbIX
MOFyT yKasblBaTb Ha AMarHo3 B-kneToyHon nuMd oMbl KOXW. B cTaTbe HarnagHo NpogaeMOHCTPUPOBaHbI
BO3MOXHOCTW AepMaTOCKONUM B AUarHoCcTuUKe B-KNneTo4HbIx NMMMOM KoXun. Tem He MeHee
AepMaTocKonusi He cnocobHa 3aMeHUTb NAaTOMOPAOSIOrMYECKOE U MMMYHOTUCTOXMMUYECKOE
nccrnegoBaHus GuonTtaTa KoXu, KOTopble ABNSOTCS «30/10TbIM CTaHAAPTOM», HE06XOANUMbIM

NSl yCTaHOBNEHUS anarHo3a B-kneTo4yHom numdombl Koxu. B page cnydaes npu NepBUYHBIX KOXHbIX
nMmdgomMax U3 KNneTok MaprmHanbHOM 30Hbl, COMPOBOXAAOLLMXCS BblpaXXeHHbIM T-KNeToYHbIM
KOMMOHEHTOM, AOMONHUTENBLHO NPOBOANTCS MOJEKYIAPHO-TEHETUYECKOE UCCIIefOBaHME

Onsa onpepeneHns B-KNeTo4HOM KNOHanNbHOCTH.

Knto4yeBble cnosa: Aepmartockonus; B-knetoyHas numdoma; KNMHUYECKUIA cnyvyan; MUMMYHOTMCTOXUMUS;
natomopdonorus

KOHMNUKT MHTEPECOB: aBTOpbI AeKNapupyoT OTCYTCTBME IBHbIX Y MOTEHLMANbHBIX KOH(DIIMKTOB MHTEPECOB,
CBSI3aHHbIX C Ny6nukaumen HacTosiLLen ctaTbu.

NCTOYHMK PHAHCUPOBAHWS: pyKonuch NOAroTOBIIEHA Y ONY6NIMKOBaHa B paMKax BbINOIHEHUS]
rocygapcteeHHoro 3aganusa ®IbY «MHUOK» MuHsgpasa Poccun Ne 056-00005-25-00 Ha 2025 r. 1 Ha NnaHoBbIN
nepviog 2026 1 2027 rr.

Cornacve nauMeHToB: NayneHTsl [OGPOBOMBHO NOANMCANM MH(OPMUPOBaAHHOE cornacue Ha nyGnukauuo
nepcoHanbHOM MeAULNHCKON HopMaunmn B 06e3nmyeHHon hopMe B XypHane «BecTHuk gepmaronorum
N BEHEepOonornm».

Ons untnposaHus: Kapamosa A.3., Aynoea K.M., Hecbepnosa M.A., LLleknakosa M.H., lopeHkosa J1.I,
KoBpurunHa A.M. Bo3MOXHOCTM AepMaToCcKonnn B ANarHOCTUKe B-KNeTouHbIX NTMMGOM KOXU. BeCcTHMK
Jepmaronoruun n seHeponoruun. 2025;101(5):78—-92. DOI: https://doi.org/10.25208/vdv16931 EDN: hbsxqt
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D ermoscopy 1n the diagnosis of cutaneous
B-cell lymphomas

© Arfenya E. Karamova', Kseniya M. Aulova'™, Maria A. Nefyodova', Marina N. Sheklakova', Liliya G. Gorenkova?, Alla M. Kovrigina®3

'State Research Center of Dermatovenereology and Cosmetology, Moscow, Russia
?National Medical Research Center for Hematology, Moscow, Russia
3].M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

The diagnosis of cutaneous B-cell lymphomas is a challenging clinical task due to nonspecific nature

of the skin manifestations in this disease. Since 2015, dermatoscopy has been used as an additional
research method for the diagnosis of cutaneous B-cell lymphomas. Dermatoscopy is an inexpensive,
non-invasive, and painless diagnostic method that allows to quickly obtain additional information about
the disease. Currently known dermatoscopic signs, taking into account clinical and history data, may
suggest a diagnosis of cutaneous B-cell ymphoma. The article clearly demonstrates the possibilities of
dermatoscopy in the diagnosis of cutaneous B-cell ymphomas. However, dermatoscopy cannot replace
the pathomorphological and immunohistochemical study of a skin biopsy which is the “golden standard”
required for the diagnosis of cutaneous B-cell ymphoma. In some cases, a molecular genetic screening is
performed to determine B-cell clonality in primary marginal zone cutaneous lymphomas with a pronounced
T-cell component.

Keywords: dermatoscopy; B-cell ymphoma; case report; pathomorphology; immunohistochemistry
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M AxtyanbHocTb

MepBuYHbIE NMUMAOMBI KOXU MpeacTaBnsiT cobom
reTeporeHHyo rpynny HEXOMKKUHCKUX NMMAOM, pas3Bu-
TUe KOTOPbIX O6YCNOBIIEHO HEOMNACTUYECKOWN KNOHaNLHOM
nponudepaumen NMMGONAHLIX KNETOK B KOXe 6e3 Npu3Ha-
KOB BHEKOXHOIO NMOpaXxkeHs1 Ha MOMEHT YCTaHOBIEeHUs au-
arHo3sa [1-3]. Koxa HaxoguTcs Ha TpeTbeM MecTe B CNUCKE
opraHoB, Hanbosiee 4acTo BOBMEKaeMbIX B numdonponu-
dhepaTmBHbIN MPOLIECC NPU IKCTPAHO[ANBbHBLIX HEXOLKKNH-
CKux numcpomax [3].

MepBurYHbLIE NMMEOMbI KOXM MOAPa3AenstoT Ha ABe OC-
HOBHble rpynnbl — T-KneTo4uHble NMMAOMbI koxu (T-KJTK)
n B-knetouHble numdomel koxu (B-KJIK) [1, 2, 4]. Otgens-
HO BbIOENAT TPETLIO rPyrnny MepBUYHLIX JIMMAGOM KOXN,
KoTopas BKIO4YaeT B ce6s1 HebonbLLOEe KONMMYEeCTBO 310Ka-
YeCTBEHHbIX HOBOOOpa3oBaHuii, passusatoLmxcs n3 NK/T-
KNeToK U nnasmoumuTonaHbIX AEHOPUTHBIX KNeTok [2].
T-KJTK aBnsoTca 6onee pacnpocTpaHeHHbIMU U COCTaB-
naT ~75-80% obLLero KonMyectsa NepBUYHbLIX TUMEOM
koxu, B-KJIK BcTpeyatoTes pexe — B 20—25% cny4yaes [1].
CornacHo knaccudukauumn BO3 rematonmmdongHbIx ony-
xonew 2024 r. (5-e nsgaxue), cpeaun B-KJTK BbigenstoT nep-
Bu4Hyt0 B-KJTIK 13 knetok donnukynspHoro ueHtpa (11%
obLLero yncna nMMdoM Koxu), nepsuynyto B-KJK ns kne-
TOK MapruHasnbHOW 30Hbl (7% oblwero 4yucna nMMdom
KOXMW), MEPBUYHYIO AN dY3HYI0 B-KpyNmHOKNETO4HY0 M-
oMy KOXW, TUM HUKHUX KOHEYHOCTeN (4% obLuero yicna
NMMAOM KOXM), BHYTPUCOCYOUCTYIO B-KpynHOKNEeTouHyto
numdomy Koxn (< 1% obLiero 4ymcna AMMAOM KOXW)
n EBV+ myKkokyTaHHyto a3By [1, 5, 6].

MepsuyHasa B-KJIK u3 Knetok onnuKynsapHoro LieH-
Tpa n nepeuyHas B-KJIK 13 kneTok mMapruHanbHOW 30HbI
CYMTaIOTCA WHOOMNEHTHLIMW NMMAOMaMn, B TO Bpems
Kak nepsu4Hasn anddysHasa kpynHoknetovHas B-KJIK, tun
HVXKHUX KOHEYHOCTEW M BHYTPUCOCYAMCTAs KPYMHOKIe-
ToyHas B-KJIK umeloT arpeccuBHoOe Te4deHwe nuobo npo-
MEXYTOYHbIE XapaKTepUCTUKK, NOCIIEAHASA YacTo COMpPoOBO-
XpaeTcs BHEKOXHbIM pacnpocTpaHeHnem npouecca [4, 7].
Jo koHua 1970-x rogoB o6cyxpaanacb 060CHOBaHHOCTb
nenenus B-KJIK Ha nepBuYHble M BTOPUYHbIE, U TOMbLKO
B 1980-x rogax 6bIN0 NPW3HaAHO CyLLIECTBOBAHWE rpymnbl
NepBUYHbIX KOXHBLIX NuMmdom [8]. MNepsuyHbie B-KJTK oT-
nMYyaloTcA Mo CBOEMY TEeYEeHWIo, NPOrHo3y u nogxopam
K Tepanum OoT BTOPUYHO NopaxaroLnx KOXy nnumdom, He-
CMOTPS Ha CXOACTBO NX KITMHNYECKUX MPOSIBIEHNI, a TakxXe
FMCTOSIOMMYECKUX U UMMYHOTMCTOXUMUYECKNX N3MEHEHWIA,
Habnogarowmxesa B Koxe [1, 4, 9]. B cBA3M ¢ aTUM BCEM
nauymMeHTam C BrnepBble YCTaHOBMEHHbIM AMAarHO30M JIUM-
hOMbI KOXW pEKOMEHAYETCA CKPUHMHIOBOE o6crefosaHve
ONA UCKNIOYEHNA CUCTEMHOro nuMaonponmdepaTMBHoro
npouecca — HofanbHOM Unn 3KCTpaHoganbHON NUMAOMbI
C BOBJie4eHneM Koxu [9].

CknoHHocTb B-KJIK K umutaumm gpyrnx 3a6onesaHun
KOXW ornpefensieT CMOXHOCTb CBOEBPEMEHHOIo yCTaHOB-
nenvs auarHosa [10]. B-KJIK yacto owmbo4HO pacLeHu-
BalOTCA BpaYamMu Kak BocranuTesnbHble AepMaTosbl, WH-
heKUMOHHbIE 3a6051eBaHNA U KOXHble HOBOOGpa3oBaHuA
Opyroro npoucxoxageHus [7].

B 2015 r. M. Mascolo n coaBT. npu npoBeaeHUN aep-
MaTOCKOMUWN KOXHbIX BbICbiNaHnin y 10 60onbHbIX B-KJ1K 06-
HapyXunm cxoxue mexay cobomn creunduyeckme gepmMa-
TOCKOMU4YecKkne MNpu3Haku, Mo3BONUBLLME MPennonoXuTb,
YTO [aHHbLIA MEeTOA MUCCNefoBaHWsa MOXET ObiTb 3ddek-
TUBHBIM AN paHHero pacnos3HasaHuna B-KJIK [2]. Takum
obpasom, Ha4nHasa ¢ 2015 r. gepmaTockonuio cTanu pac-
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cmartpusaTb B Ka4ecTBe OfJHOro U3 CNoco60B MOBbILLEHUS
To4YHOCTU auarHocTukm B-KJ1K. B HacTosLLee Bpems onuca-
Hbl KaK XapakTepHble, Tak 1 6ornee pefkue fepmaTockonu-
Yyeckue nattepHbl Ansa B-KJTK 13 knetok onnmkynapHoro
LeHTpa, B-KJIK 13 Knetok mapruHansHOM 30HbI, Anddys-
HOW KpynHokneTo4Hon B-KJTK, TN HUXHMX KOHEYHOCTEN,
BHYTpMCOCYOUCTON KpyrHoknetoyHon B-KJIK, a Takxe
ONA KOXHbIX BbICbINAHUA Npy B-KNeTo4HOM OCTPOM NUM-
obnactHOM nenkose U B-knetouHor numdo6nacTHom
numdome. flepmatockonus aBnAeTcs LeHHbIM HEVHBa3MB-
HbIM AMarHoCTUYECKUM METOLOM M MOXET NOBLICUTL Kaye-
CTBO KITMHUYECKOro pacrno3HaBaHus pasfnyHbIX NoATUNOB
B-KJIK.

B kayecTBe unnocTpauum BO3IMOXHOCTEN AepMaTo-
CKOMUW npeacTasnsgeM COOCTBEHHble HabnoaeHns ABYX
60nbHbIX B-KJK.

MepBblit KNUHUYECKUIA CRyYaii

MaumeHTka A. 41 roga obpatunachk K Bpady-gepmarto-
BeHeponory B KOL ®rbY «MHUOK» Munagpasa Poccuun
C Xanobamu Ha BbICbINaHWNA Ha KoXe nuua.

MosiBneHne nepsbiX 9NeMEHTOB OTMeTWna fAsa roga
Hasaf, B CBf3M C 4yeM obpartmnacb K Bpady-Aepmarose-
Heponory B KB[] no mecty xutenscrtea. bbin yctaHoBneH
OnarHos «posauea», B Te4eHue [BYyX NneT nposopunach
Hapy>xHas Tepanus (kpeMm meTpoHugason 1%, Kpem meep-
MEKTUH 1%, nxTnonosas masb) 6e3 adhekTa, Takxe ogHo-
KpaTHO 6bIn1 NPOBEAEH KYpPC rmnoceHCnonnuanpyoLLien Te-
panuun 6e3 acpdekTa.

Hanun4yne cy6beKTUBHbIX OLLYLLIEHWA, B TOM YucChe 3yaa
n 6onun, anusofpbl cybdedbpunuteta/nmxopagku, NoTepro
Maccel Tena nauweHtka oTpuuana. OpgHako coobmna,
YTO OTMEYaeT YTPEHHIo CrnaboCTb U HOYHYIO MOTMBOCTb.
M3 conyTcTBylOLWMX 3a6oneBaHuii obpalano Ha cebs BHU-
MaHue Hann4mne XxpoHu4eckoro renatuta B (tepanuio B cBSI-
31 C 9TMM 3ab60nieBaHNeM paHee He nony4yana).

Status localis: naTonornM4eckuin KOXHblA NPOLECC HO-
CWN NOKannM30BaHHbIN CUMMETPUYHBIA XapaKTep. Ha Koxe
nbéa, Liek, Hoca W nogéopofka Haénopanacb pasnuras
3puUTEMA C HEYETKMMU KOHTYpamMu, MHTEHCUBHOCTL OKpa-
CKWN KOTOpOM BapbupoBana OT po30BOro Ao 6nefHo-po3o-
BOro useta. Ha kKoxe LWek Ha ¢poHe pasnuTon 3puUTEMBI
BU3yanu3nMpoBannuCb MHOXECTBEHHbIE TefleaHrnaKTasum
M OTeYHble, NMOTHbIE NMPW nanbnauun y3enkn spKo-po-
30BOr0 LBeTa nonyLaposuaHon M ynnoLweHHon ¢opMmbl
(puc. 1). OcTanbHOM KOXHBbIA NOKPOB 6bliT CBOGOAEH OT Bbl-
cbinanun. llartonornyecknx W3MEHeHWn npu nansnaumm
nMMaTUYECKNX Y3N0oB He 6bINO BbISBIEHO.

Mpn npoBefeHUN OepMaTOCKOMUU Y3eNKOB Ha KOXe
LeK HabnooganMcb OpaH>XeBo-pPO30BbIE (T0COCEBOro LiBe-
Ta) okpyrble 061acTU/rnobynbl, CTPYKTYpPbI (KPYru, IMHUA
n obnacTtun) 6enoro uBeTa, Takxe oTMe4vancb ApeBoBUa-
Hble COCyfbl, MECTaMW C Pa3MbITbIMU KOHTYpamu, N eau-
HUYHbIE XenTble (PONNUKYNAPHbLIE MPOGKN, OKPYXEHHbIe
6enbiMn Kpyramu (puc. 2).

C uenblo npoBefeHus auddepeHumansHOn auarHo-
ctnku mexgay B-KJIK, capkongosom, posauea v KOXHbIMU
MeTacTtasamMu KapLumHOMbI NauueHTKe 6bina BbINofiHeHa auv-
arHocTtu4yeckas 61orcus Koxu n3 Hambonee MHPUNLTPUPO-
BaHHOIO 3NeMeHTa Ha KOXe NeBOM LLeKU C NocneayoLmm
naToMoponiornyecknum nccnefoBaHneMm, no pesynsraram
KOTOPOro 6bIf BbISIBIIEH NIIOTHbIN Y310BaTbIA IMM(OUAHBIN
WMHPUNETPAT M3 HEBOMbLUMX U KPYMHbLIX KIETOK, COMNpoBO-
xpawwmicsa artpodven anugepmuca, dparmeHtauuen
KOJnareHoBbIX BOMTOKOH AepMbl 1 MOMTHOKPOBUEM COCYAOB

BecTtHrk gepmatonorum u BeHeponorun. 2025;101(5):78-92 W
Vestnik Dermatologii i Venerologii. 2025;101(5):78-92 W
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Puc. 1. KnuHnyeckie nposiBneHms y nauyueHTkm A.: y3enkn ApKo-po30BOro LiBETa NoNyLIapOBUAHOIA 1 YMOLLEHHOI (DOPMbI, pasninTas 61eaH0-pO30Bas 3puUTeMa
Fig. 1. Clinical manifestations in patient A.: bright pink nodules of a hemispherical and flattened shape, and diffuse pale pink erythema

Puc. 2. [lepmatockoninyeckas KapTiHa 04aroB y nauneHTkn A. (a—-8) 1 CxeMaTnyHoe 306paKeHue JepMaToCKONMYECKOiA KapTIHbI (r): 0paHXeB0-PO30BbIE (110COCEBOMO LIBETA)
OKpYrfble 061acTW/rNoBY/bI (YepHble CTPENKM), CTPYKTYPbI (KpYri, MHMNA 1 0651acTu) 6en0ro LBeTa (3eNeHble CTPENKN), APEBOBIAHbIE COCYAb! (CUHIE CTPENKM), EANHNYHbIE

XenTble ONNMKynspHble MPOOKM, OKPYXEeHHbIE GeNbIMI Kpyramit (6efble CTPenkKi)
Fig. 2. Dermatoscopic presentation of the lesions in patient A. (a-8) and schematic representation of the dermatoscopic picture (r): orange-pink (salmon-colored) rounded areas/

globules (black arrows), white structures (circles, lines, and areas) (green arrows), tree-like vessels (blue arrows), and single yellow follicular plugs surrounded by white circles

(white arrows)

BecTHuk gepmatonorum n BeHeponoruu. 2025;101(5):78-92
Vestnik Dermatologii i Venerologii. 2025;101(5):78-92 Vol. 101, Iss. 5, 2025
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NOBEPXHOCTHOrO CMAeTeHUsl, YTO B HAMBOMbLLEN CTeneHu
COOTBETCTBOBANO KapTuUHe numdonponugepaTMBHOro
npotiecca, BeposTHO, B-kneTo4Horo xapakrtepa (puc. 3).
MaumMeHTKa 6blna HanpaBneHa Ha  KOHCynbTa-
umio B ®rbY «HMUL rematonorun» MwuH3gpaBa Poc-
cun, rge  ObINO0  NpoBedeHO  naTtoMopdosiornyeckoe
M  UMMYHOrMCTOXMMMYECKOE uccnefoBaHue 6Guontarta

B MOMOLLb MPAKTUHECKOMY BPAYY / GUIDELINES FOR PRACTITIONERS

KOXW, MO 3aKITHYEHNIO KOTOPOro UHMUNLTPAT AepMbl, OT-
OeneHHbI OT anuaepMumca NPOoCIonkon OPO3HON TKaHW,
cofiepxan @onnnKynornofobHele CTPYKTYPbl M3 KINETOK
cpefHero pasmepa c LeHTpountonogobHom Mopdonornem
M U3 He60MbLIOrO KOMMYecTBa KPYMnHbIX KNEeToK ¢ Mopdho-
nornen ueHTpo6nactos (cMm. puc. 3, a, 6). Npn nMmyHo-
rMCTOXMMUYECKOM MCCrefoBaHnM Bbinia o6HapyXeHa aKe-
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6
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Puc. 3 Matomopchonoriveckoe 1 MMyHOTCTOXIMUYECKOE UCCRea0BaHNE
GuonTara Koxu naumeHTku A.: a — ructonorudeckuin npenapar, x 200,
0KpacKa reMaroKCUINHOM 1 303VHOM, B AEPME — KPyMHble homnkyno-
Mof06HbIE CTPYKTYPbI (YEPHbIE CTPENKH); 6 — NUCTONOrMHECKNIA penapar,
x 400, OKpacka reMaToKCUINHOM 1 303UHOM, KNETO4HbIV COCTAB (DOMMKY-
JI0N0J06HOI CTPYKTYPbI — CMECH LEHTPOLMTONOLO00HBIX KIETOK 11 KpYMHbIX
KNETOK C MOpcpororuelt LIEHTPO6AACTOB; B — UMMYHO(EPMEHTHbIA METOA,
x 400, KneTkn (honnmMKynonomo6HbIx CTPYKTYp akcnpeccupytot CD20; r —
IMMYHO(EPMEHTHBIV MeTog, x 400, KNeTkn honmnkynonofo6HbIX CTPYKTYP
akcnpeccupytot CD23; 71 — UMMyHOepMEHTHbIA MeTof, x 400, KNeTKiA
(honMKyNonofo6HsIX CTPYKTYp 3Kenpeccupytot BCL-2

Fig. 3. Pathomorphological and immunohistochemical study of the skin
biopsy of patient A.: a— histological specimen, x 200, hematoxylin and
eosin-stained, large follicle-like structures in the dermis (black arrows); 6 —
histological specimen, x 400, hematoxylin and eosin-stained, the cellular
composition of the follicle-like structure is a mixture of centrocyte-like cells
and large cells with the morphology of centroblasts; 8 — enzyme-linked
immunoassay, x 400, follicle-like cells express CD20; r— enzyme-linked
immunoassay, x 400, follicle-like cells express CD23; 4 — enzyme-linked
immunoassay, x 400, follicle-like cells express BCL-2

BecTtHrk gepmatonorum n BeHeponoruum. 2025;101(5):78-92 W
Vestnik Dermatologii i Venerologii. 2025;101(5):78-92 W
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npeccus Knetkammn onnmkynonofobHeix cTpyktyp CD20
(MHTeHcMBHAsA memb6paHHas peakuwms), BCL-2 (umTonnas-
mMatudeckas peakums), CD10 (membpaHHas peakuwms),
HGAL (uutonnasmartudeckass peakuusl), 4YacTb KIeToK
akcnpeccupoBana CD23 (membpaHHas peakuus). Menkve
CD3+ T-kneTkn obpamnanv onnmKynonogobHble CTPyK-
Typbl. lHaeke nponudepatneHon akTnBHocTU Ki-67 B KNneT-
Kax onnmKynonogo6bHoro nMMAongHoro uHdunsTpara
coctaenan no 15-20% (cm. puc. 3, B—4). Mopdonorunde-
cKasi KapTuHa 1 AaHHble MMMYHOrMCTOXMMMYECKOr o uccre-
[oBaHVA COOTBETCTBOBANU Cy6CcTpaTy NEPBUYHON KOXHOM
PonnNnKynsapHor nUMAOoMBbI. [N UCKIOHYEHNA HOOabHON
PONNUKYNSAPHOM NMMPOMBI C BOBNEYEHMEM KOXW, B TOM
yucne ¢ y4eToM BbisBReHus akcnpeccum BCL-2 npu UIMX-
nccneposaHny, nauueHTka 6bina goobenefosaHa: BbINos-
HEHO MMMYHOXUMUYECKOe uccrefosaHne 6eKkoB CbIBOPOT-
KU KPOBWM MU MOYM, LMTONOrMYECKOe nccnefoBaHe maska
KOCTHOro Mo3ra, rmcTonormyeckoe uccrnefgosaHue Tpena-
HobumonTaTa KocTHOro mo3sra u MAT-KT, npu npoBegeHun
KOTOPOroO BbISIBIIEHO YMTOTHEHWE KOXMU NnLa C HU3KOW Me-
Tabonuyeckom akTMBHOCTLIO. Mo pesynbTatam ob6cnegosa-
HWSI CUCTEMHOCTL 3aboeBaHus 6bina UCKNYeHa.

a

483

[MauneHTke ycCTaHOBMIEH [AMAarHo3 «nepBUYHAs KOX-
Has dponnvkynapHas nuMdoma» U HasHaveH puTykcumad
B fo3e 375 mr/m? B pexume 1 pas/Hed. YuuTbiBas Hamv-
4yne XpoOHUYECKOro BUpycHoro renatuTa B, nepen Havanom
neYyeHuns naumeHTKa 6bina HanpasneHa K Bpady-uHpekum-
OHUCTY, NO COrfacoBaHUIO C KOTOPbIM Ha ¢POHEe MPOTUBO-
BWPYCHOM Tepanuu 6b11 NPoBefEeH Kypc puTykcmmaba ¢ no-
NoXuTenbHbIM 3PEKTOM B BUAE OOCTUXEHUS HYaCTUYHOM
pemuccum (puc. 4). Mo 3aknoyeHnto nosTopHoro MIT-KT,
NpoBeeHHOro Yepe3 MecsL, Nocre OKOH4YaHuA Kypca Te-
panuu, MeTabonuyeckn akTUBHOW TKaHW, XapaKTepHOW
ana ®OM-nosMtMBHOro OHKocneumnguyeckoro npoecca,
He BbISIBNEHO, U NauMeHTKe PeKOMeHOOoBaHO AuHaMuye-
ckoe HabngeHue.

CnycTa HeCKOSIbKO MecsiueB naumeHTka oTMeTuna
POCT OfHOrO M3 Y3esKOBbIX 3NIEMEHTOB Ha KOXe NpaBoW
LLLeKu, B CBA3K C YeM Obina HanpasneHa B ®I'BY «Poccuin-
CKWA Hay4HbIA LEHTP peHTreHopapuonorum» MwuHagpasa
Poccun, nposefeHa nokansHas 3D-koHpopmHasa ny4esas
Tepanus Ha onyxonesble o4yaru Ha npason Leke (20 'p)
1 nesow weke (4 ['p) ¢ nonoxuTeneHbIM 3chdekToM B BUae
3HaYMTeNbHOro perpecca nHdwnsTpauum (puc. 5).

Puc. 4. KnuHudeckue nposiBneHws y naumeHTkn A. 1o (a) v nocne (6) nposeneHns Tepanuin putykcumatom

Fig. 4. Clinical manifestations in patient A. before (a) and after (6) rituximab therapy

a

Puic. 5. KnuHinyeckme nposiBneHns y naumeHTk A. o (a) v nocne (6) NpoBefeHus 1y4eBoii Tepanun

Fig. 5. Clinical manifestations in patient A. before (a) and after (6) radiation therapy

B BecTHUK gepmaTonorumn n BeHeponorun. 2025;101(5):78-92
B Vestnik Dermatologii i Venerologii. 2025;101(5):78-92
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Puc. 6. KnuHn4eckue nposiBNexins y nauyeHTkm 1.
Fig. 6. Clinical manifestations in patient P.

Bropoii KnuHu4eckuin cnyvan

Maumentka 1. 43 ner o6patunace B KAL ®OrbY
«MHUOK» MuHsgpasa Poccuu ¢ xxanob6amu Ha BbICbINaHUs
Ha KoXxe nuua.

[MosiBneHve nepBbIX 3NEMEHTOB OTMETUMA YeThbIpe rofa
Hasag. PaHee B MegnUMHCKUeE yupexaeHus ¢ JaHHbIMU Xa-
no6amu He obpatlanacb, CaMOCTOSITENLHO HE Nne4vunnacs.

Hanuuune cy6beKTUBHbBIX OLLYLLIEHWIA, B TOM YMCne 3yaa
1 6011, cnabocTu, HOYHOW MOTIMBOCTU, ANU30A0B cybde-
6punuTeTa/NnMxopagKn, a Takxke NoTepro Macchl Tena naum-
€eHTKa oTpuuana.

Status localis: NaToNOrMYeckMin KOXHbIA NPoLLEeCcC HO-
CUN NoKann3oBaHHbIN xapakTep. Ha koxe BUcCo4HoM o6na-
CTW C NTeBOM CTOPOHBDI, & TakxXe Ha KoXe B 06riacTn npasom
6poBu HabnoganMcb Asa o4vara 3acToMHO-pO30BOro LBeTa
0,5x1,011,5x3,0cmB aMameTpe ¢ BbIpaXeHHON NHDUITb-
Tpaumer n 6yrpucTori MOBEPXHOCTLIO (puc. 6). OcTanbHon
KOXHbIA NOKPOB 6bI1 CBOOGOAEH OT BbICbINaHUN. [laTtonoru-

B MOMOLLb MPAKTUHECKOMY BPAYY / GUIDELINES FOR PRACTITIONERS

YeCKMX U3MEHEHWI Npy nanenauum NMMaTnHeckmx y3nos
He 6bI10 BbISBMEHO.

Mpw nposeeHn epMaTocKonumn o4aros Habmoaanmncs
OpaHXeBO-pO30Bble (1T0COCEBOro LBeTa) OKpyrnble obna-
CcTU/rno6ynbl, CTPYKTYPbI (KPYrK, MMHUM 1 obnacTtn) 6enoro
LBeTa, a Takxke NIMHENHO-N30rHYThIN 1 3MeeBUAHbLIN cocyabl
C pasMbITbIMW KOHTYpamu, eOuHUYHbIE XenTble onnnKy-
NsIpPHbIE MPOBKW, OKPY>XEHHbIE 6eMbIMU Kpyramu (puc. 7).

C uenbio npoBegeHus auddepeHunansHoM ava-
rHocTukn mexay B-KJIK, remaHrmomon u capkovgosom
naumeHTKe 6bINI0 BbINOSIHEHO MUCCEYeHWe o4vara Ha Koxe
B 061acTn npasor 6poBu C nocnegyownmm natomMmopo-
JNIOrM4ecKnM nccrnefoBaHneMm, no pesynsrataM KoToporo
B Jepme Oblfv BbISIBNIEHbI KPYMHbIE Y3110Bble nnMdoumTap-
Hble MHUNETPaTLI ¢ PopMUpPoBaHUEM NMNMGOULHBIX AON-
JIMKYyNoB, conpoBoxparwLumnecs rnepudokansHeiM onépo-
30M, CONMHEYHbIM 351acTO30M W YIIOLLEeHMeM anuaepmMumca.

MaumeHTKka 6bina HanpasneHa B ®I'BY «HMUL rema-
Tonorun» MuHagpasa Poccuu, rae nposeaeHo natoMopgoo-
JIOrn4eckoe 1 MMMYHOrMCTOXMMUYECKOe WCCnefoBaHue.
Mpn ructonornyeckom wuccnepoBaHMM BO BCeX OTAenax
OepMbl C MHUNLTPaUMEn rmnogepmbl ONpPeaensncs nmm-
donaHbIN MHUNETPAT B BUAE YETKO OYepYeHHbIX hon-
JIMKYNOonoAo6HbIX CTPYKTYP U3 CpefHero pasmepa Knetok
C UeHTpoumnTonogobHoM Mopdonorven M paspo3HEHHO
pPacnonoXeHHbIX KPYMHbIX MMMAONOHbIX KNETOK ¢ Mopdio-
niornen ueHTpobnacrtos (puc. 8, a, 6).

MpyY UMMYHOTMCTOXUMNHYECKOM MCCNEeOOBaHNA KIeTKn
onnMKynonofo6bHoOro  MHUnIeTpaTa 3IKcnpeccuposanmi
CD20, CD10, BCL-6, otmevanacb koakcnpeccus CD23
npu otcyTcTeum akcnpeccun BCL-2 (MO3UTMBHBI 6bInn
Menkue T-KneTku, npu cornocTaBleHnn UMMYHOrmcroap-
XUTEKTOHMKW ¢ aHTuTenammn Kk CD3) (puc. 8, B—e). NHaekc
nponudepatneHon akTBHocTU Ki-67 coctasnsan 15-20%.

MauneHTKe O6bIN yCTAHOBMIEH [AMarHo3 «nepsu4Has
KOXHas ponnvkynapHas numdoma» U pekoMeHgoBaHa
KOHCynbTauusa Bpadva-remaronora 8 ®rby «HMWL rema-
Tonorum» MuH3gpaBa Poccun ¢ uenbio nposefeHus 06-
crnepoBaHus Ans UCKIIOYEHUss CUCTEMHOro numdonponm-
hepaTnBHOro 3abonesaHvs n onpepeneHns fanbHenwen
TaKTVKM Tepanuu.

6

Puc. 7. [lepmatockoninyeckast kapTuHa 04aroB y naumeHTki [, (a) u cxeMaTniHoe M300paXeHIe 1epMaToCKONNYECKOiA KapThHbI (6): OpaHXeBO-PO30BbIE (10COCEBOMO LIBETa) OKpY-
r7ble 061acTI/rno6yNbl (YePHbIE CTPENKN), CTPYKTYPbI (KPYrW, NHUIA 1 061acTi) 6e0ro LBeTa (3eneHble CTPENKN), MMHERHO-M30rHYTHIA COCYA C Pa3MbITbIMIA KOHTYpami (CUHIE
CTPEnKN), 3MeeBUHbIN COCYA C Pa3MbITbIMIA KOHTYPAMI (KeNTble CTDENKM), EAVHINYHbIE XENTble ONINKYNAPHbIE NPOOKM, OKPYXXeHHbIE GENbIMU Kpyramu (6eble CTDenKN)

Fig. 7. Dermatoscopic presentation of the lesions in patient P. (a) and schematic representation of the dermatoscopic presentation (6): orange-pink (salmon-colored) rounded
areas/globules (black arrows), white structures (circles, lines, and areas) (green arrows), a linear-curved vessel with blurred contours (blue arrows), a serpentine vessel with
blurred contours (yellow arrows), and single yellow follicular plugs surrounded by white circles (white arrows)

T. 101, Ne 5, 2025
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Puc. 8. Matomopdhonoryeckoe 1 MMyHOTMCTOXIMUHECKOE CCRea0BaHNE GrONTaTa KOXI MaLMeHTKM [1.: @ — rucTonoryeckiii npenapar, x 100, okpacka reMatoKCUIMHOM 1 30-
31IHOM, B [iEpME C BOBNEYEHMEM TUNOAEPMbI — KDYMHbIE, YETKO 04EPYEHHbIE (IONMMKYNIONOA0OHbIE CTPYKTYPbI (YEPHbIE CTPENKY); O — ructonornyeckuin npenapar, x 400, okpacka
reMaToKCUMNHOM 11 303UHOM, KpynHast (h0nKynonoa06Has CTPYKTypa; B — UMMyHOMEPMEHTHbII MeToA, X 200, KNneTkin (honankynonofo6HbIX CTPYKTYp akcnpeccupytot CD20;

I — IMMYHOCDEPMEHTHBIA METOZ, X 200, KNETKM (onMKyNonofo6HbIX CTPYKTYp akcnpeccupytot BCL-6; 4 — vummyHodepmenTHblit MeTog, x 400, KneTkin (honnkynonoao6HsIX
cTpyKTYp akcnpeccupytoT CD10; & — uMmyHodepMeHTHbIA MeTog, X 400, Menkue T-kneTku (CD3+) oKpyxatoT honnmkynonoao6HbIe CTPYKTYpbI, pacnonaratotest no nepudepuin
Fig. 8. Pathomorphological and immunohistochemical study of the skin biopsy of patient P.: a— histological specimen, x 100, hematoxylin and eosin-stained, in the dermis
with hypodermic involvement — large, clearly defined follicle-like structures (black arrows); 6 — histological specimen, x 400, hematoxylin and eosin-stained, large follicle-like
structure; 8 — enzyme immunoassay, x 200, follicle-like cells express CD20; r— enzyme-linked immunoassay, x 200, follicle-like cells express BCL-6; 4 — enzyme-linked
immunoassay, x 400, follicle-like cells express CD10; e — enzyme-linked immunoassay, x 400, small T cells (CD3+) surround follicle-like structures, located on the periphery

BecTHuk gepmaTonoruun n seHeponorun. 2025;101(5):78-92
Vestnik Dermatologii i Venerologii. 2025;101(5):78-92 Vol. 101, Iss. 5, 2025



86,

O6cyxpeHune

B 60sbLUMHCTBE Cry4aeB HanuuuMe KOXHbIX NposiBrie-
HWUIA Yy 6OMbHLIX NEPBUYHLIMU U BTOpUYHbIMU B-KJIK npu-
BOOMT K TOMY, YTO WX AMArHOCTMKa CTaHOBUTCS 30HOWM
OTBETCTBEHHOCTM  Bpada-gepmatoBeHeponora. Csoe-
BpeMeHHas Bepudukauma auardosa u mapLipyTtmsaums
nauMeHToB CMOCOGCTBYIOT paHHEMYy Hadany KOPPEKTHOW
Tepanuu W YnyyweHo MNporHosa, Y70 OCOBEHHO BaX-
HO B Cny4ae BTOPWUYHOrO MOPaXeHUs KOXW Mpu CUCTEM-
HOM nmMmdbonponudepaTnBHOM npouecce. 3a nocrnegHue
15 netT oTMevaeTcs yBeENMYEHWe 4ucna cryvaes MnoyTu
BCcex rpynn numdom Koxu [11]. Takxe obpallaeTt Ha cebs
BHMMaHMe TeHOeHUusa K cHwxeHuto gonu T-KJIK (c 75,2
0o 71,4%) c ysenmyeHvem gonu B-KJK [11].

MepsuyHasa B-KJIK u3 Knetok onnvKynsapHoro LieH-
Tpa — Haubornee pacnpocTpaHeHHas nepsuyHas B-KJIK,
cocTasnsawoLwasa 6onee 50% ot ob6LLero konudectea [4, 12].
CpepHuii BO3pacT naumeHToB BapbupyeT oT 50 fo 60 ner,
cpeau 605bHbIX NpeobagaroT nuua Myxckoro nona [6, 12,
13]. MepeuryHasa B-KJTK 13 Knetok onnmnkynspHoro LieH-
Tpa NposBAeTCA apUTeMaTo3HbIMKU nanynamu, 61sLKamm
N yanammn 6e3 Cy6beKTUBHbIX OLLyLLeHWIA, 06bIYHO pacro-
nararoLMMNCS Ha KOXe rofioBbl, LUen M Tynosuila; asne-
MEHTbI Yalle ConuTapHble WK CrpynnupoBaHble, OfHAaKo
BO3MOXHO W pacrnpoCcTpaHeHHOoe NopaXeHne KOXHOro Mo-
kpoBa [4, 12]. BbigensioT crnegylolime KNMHUYeckne sapu-
aHTbl nepsu4Hoin B-KJIK 13 KneTok gonnnkynspHoro LieH-
Tpa: numdoma KpocTtu, akHe- 1 posaLieanofobHble hopmel
[4, 12]. Tunn4HbIe BbICkINaHWUS Npu NuMdome KpocTtu npea-
CTaB/eHbl U3bA3BNAOLWMMCS Y31OM (BMIALLKON) Ha KOxXe
CMUHbI, OKPY>XXEHHbIM 6oree Menkumu nanynamm, 6ns-
KamMu 1 NaTHaMmu, nHorga opMmUpYOLLIMMK KoNbLEBUAHBIE
CTPYKTYpb! [12]. MNpn akHe- 1 posaueanofobHbIx dopmax
HabnaalwTca MUnMapHble, WHOrga CrpynnMpoBaHHbIe
nanynbl Ha KoXe ronosbl U Wewn [12, 14]. Takxe onucaHbl
cny4aun B-KJIK, umnTnpytoLen rpaHynemMaTosHsini u onma-
TO3HbIVM NoATUNbLI po3auea [4, 15]. B MecTax CnoHTaHHOro
perpecca 3f1eMeHTOB MOXET HabrofaTbCcst BTopuyHas aHe-
Topepmusa [4].

Tabnuua 1. [lepmarockonnyeckue nprnaHaku y 60nbHbIx B-KJTK
Table 1. Dermatoscopic signs in patients with cutaneous B-cell lymphomas
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PaHHAs pguarHocTuka B-knetoyHon nuMoMmbl
KOXW MOXET 6bITb 3aTtpyaHutensHoin [10]. CornacHo pe-
3yneratam aHanusa 172 nctopuit 60nes3Hn naumeHToB
C yCTaHOBNEHHbIM AuarHo3om nepsuyHon B-KJIK, npo-
BegeHHoro S. Geller n coaBT., Bpay KNWMHN4YECKU 3ano-
[03pun Hanmyune y naumeHTa numdonponmdepaTusBHoOro
3abonesaHnss OO npoBefeHus naTtoMopdonornyecko-
ro vccneposaHus éuontara KoXu nvwb B 28 cny4a-
ax (16,3%) [7]. 3noka4yecTBEHHbLIN XxapakTep npouecca
00 BbINOSHEHUS 6UOMNCUM KOXU nogo3pesancs B 54,7%
cny4yaeB (Hambonee 4acTto npegnonaranacb 6a3anbHo-
KneToyHas kapumHoma) [7]. Takxe cpegmn Npepnonoxu-
TeNbHbIX OWArHO30B 4YacTo ykasbiBanu Kucty (21,5%),
rpaHynemMaTto3Hble NnpoLueccbl — capkongos3 U KoslbLe-
BUAOHYIO rpaHynemy (15,7%), a Takxe nHeKLMOHHOe 3a-
6onesaHne Koxu (4,7%) [7]. Hn3kaa BepoATHOCTb pac-
nosHaesaHua NMMAOMbI KOXW Ha 3Tarne KINHWYEeCKoro
ocMOTpa He 3aBucena oT nogTtuna nepsuyHon B-KJIK
1 obnacTtu nopaxeHus [7].

HauvHasa ¢ 2015 r. gna amnarHoctukmn B-KJIK npeg-
NoXeHo npuMeHeHue fepmarockonuu. Tak, M. Mascolo
M COaBT. MnpoaHanuanposanu [OepMaToCKOMUYEeCKY
kapTuHy y 10 naumeHToB ¢ nepBuyHbiMK B-KJIK [2]. O6-
Hapy>XeHHble aBTopamu crneuynduyeckne naTTepHbl no-
3BONUNN UM MPEANONIOKUTb, YTO AepMaTOCKOMNUA MOXeET
cTaTb BCnoMoraTefibHbIM MeTOA0M B NePBUYHOM ANarHo-
ctuke B-KJIK [2]. HecmOTps Ha pedkoCTb AaHHOW naTto-
NIorun, pasnuyHbIMU KOJIeKTUBaMM aBTOPOB OMUCaHsbI
JepmaTocKonuyeckune npu3Hakn KoxHelx oyaros B-KJTK
(tabn. 1). OToenbHbIMM aBTOpPaMK Takxe npegnaraercs
obbsAcCHeHWe xapakTepHbix Ana B-KJIK gepmartockonu-
YeCcKMX 0COBEeHHOCTEN naToMopoNornyecKMmMm npo-
ueccamu (Tabn. 2). BONbWNHCTBO MMEKOLLMXCSA B HACTOS-
Lee Bpems nyénukauui no faHHom Teme npeacTasnsaioT
onucaHus KNMHNYECKUX cryyaes Unn He6onbLUNX cepun
KNIMHU4yeckux cny4aes [2, 16-20, 21-28, 30-32, 34].
MmeeTca TakXe HEeCKOSbKO KPYMHbIX NccnefoBaHuin, no-
CBSILLLEHHbIX aHanu3y AepMaTOCKONMUYeCKnX naobpaxe-
HUW [7, 29, 33, 36].

Konuyectso

ABTOpbI, FOg Hosonorus
nauneHTos [lepmMaTocKonU4ecK1e Npu3Haku
ny6nukauuu (B03pacr) (konM4ecTBO NALUNEHTOB)
Mepeuynas B-KITK 13 kneTok Benbie kpyru, 6esible 06,1aCT, Yelwynku, OH J10COCEBOr0 usera,
. 06/1aCTN I0COCEBOTO L{BETA, APEBOBU/HbIE COCY/bI, MOSMMOPMHBIV
MapruHanbHoi 30Hbl (6) N
COCYANCTbI PUCYHOK, N3bA3BNEHNE
M. Mascolo et al., e epBuyHas B-KJ1K n3 knetok Benble kpyru, 6enbie 061acTy, Yellyitkn, (OOH N0COCEBOrO LiBETa,
(o120 p0 73
2015 [2] net) honnnKynaApHoro LeHTpa (2) 061aCTM JI0COCEBOTO LBETA, APEBOBUAHbBIE COCY/bl
MepansHas Audhy3Has KpYNHOKNETONHaS benble kKpyru, 6esible 0651aCTK, YeLLYKN, (DOH JI0COCEBOr0 usera,
B-KJIK (2) 061acTn 10COCEBOro eTa, ApEBOBMAHbIE COCYAbI, noANMOopHbIN
COCYANCTbI PUCYHOK, N3bA3BNEHNE
K. Moustaide et al. 1(70 ner) fepsuiras B-K/K 13 knetok CngTHpKomeeﬁ:é)r\ﬁ?lToKrmennymrglﬁ:;;;aiggzﬂmzbEvzlfolz%;l;s:b?:ﬁ?ria
2016 [21] donnukynapHoro uexTpa (1) Ha SPUTEMATOHOM (hOHE
V. Piccolo et al., 2 (74 ropa, 77 epBuyHas B-KJ1K u3 knetok benble 06nactu, 6esible Kpyru, OH 10COCEBOrO LiBeTa, TOHKNe, efiBa
2016 [22] ner) MapruHanbHoi 30Hb! (2) pasnuynmble JpeBOBUAHbIE COCYAbI

M. Mascolo et al.,
2017 [23]

epBuyHas B-KJ1K 13 knetok

1(67 ner) donnukynapHoro yexTpa (1)

KpacHo-po3oBas romoreHHas 061acTb, NOAMMOPHbIA COCYAUCTbIA
PUCYHOK, APEBOBUAHbI COCY B NEPUEpUHecKomn 4acTu

T. 101, Ne 5, 2025
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Tabnuua 1. MpogomkeHne

Table 1. Continuation
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Konuyectso
ABTOpBI, FrOf Ho3onorus
ny6nukauum "(:gg::;:;’ (konMYecTBO NALNEHTOB) AL L LB L O LELELL
Nepauras B-KJTK 13 kneTok ®oH/06nacT 10COCEBOrO LiBeTa, 3MEEBUAHbIE COCYAbI,
. [PEeBOBUAHBIE COCYAbI, TO4YEYHbIE COCYAbI, NOIMMOPHbIE COCYAbI,
MapruHanbHOM 30HbI (—) o
YeLlynKm, N3bA3BNEHNe
MepBuyHas B-KJIK n3 knetok ®oH/06nacTN 10COCEBOTO LBETa, 3MEEBUIHbIE COCYAb,
S. Gelleret al., 51 (—) honnnKynapHoro LeHTpa (—) [PEBOBUAHbIE COCYAbI, HELIYKN
2018 [7] T
NuponenTHas nepsnyHas B-KIK (—) ®oH/061aCTV 10COCEBOTO LiBETA, 3MEEBU/HbIE COCY/bI
[MepBuyHasn Anchdy3Has KpynHOKIeTOuHas ®oH/06nacTN 10COCEBOTO LiBETa, 3MEEBUAHbIE COCYAbI,
B-KJK (—) NPeBOBUAHbIE COCYAbI, HeLIYKN
lMepenyHas B-KJTK u3 knetok -
MapruHanbHOW 30HbI (1)
: bneaHo-KpacHbIn
.K. Ghahramani et
G.K. Ghahramani e 2 (—) CTPYKTYpbI N0 TUMY «CNEpMaTo3onaos»,  (OH, 6ECCTPYKTYpHbIe
al., 2018 [24] »
MepBuyHas B-KJ1K n3 knetok cocyfbl N0 TUMY «MCEBAONOAUNA», obnactu
thonnukynapHoro ueHtpa (1) KENTOBATO-0PAHXEBbIE NATHUCTbIE
061acTn U KpUCTanmM4eckne CTpyKTypbl
. benoBarbie CTPYKTYpbl B LIEHTPaNbHON 4aCTU, 3MEEBUHbIE
E. Rodriguez- >
Lomba et al. 2019 1(76 ner) MepBuyHas B-KJIK n3 knetok (MMHeRHO-HeperynapHble) COCYAbl C HEYETKUMM KOHTYpamu
[25] ? MapruHanbHOu 30HbI (1) MPEeMMYLLECTBEHHO B NepudepuiecKoi 4acTu, 10COCEBO-PO30BbIN
rOMOrEHHbI hOH
B-KneTO I OCTPb'M NUMDO6NACTHbIN [peBoBNAHbIE COCYAbI, TMHENHO-HEPErYNSAPHbIE COCYAbI
) nekos (1)
T. Kiyohara et al., 2 (2 mecsua,
2019 [26] 9 mecsLeB) B o6
-KneToyHas numdo6nacTHas ;
numdoma (1) [peBoBUAHbIE COCYAbI, TMHENHO-HEPEryNspHbIE COCYabI
G. Biondo et al., MepsuyHas B-KJIK 13 knetok o
2019 [27] 1(61 rog) MapruHaNbHOT 30! (1) Benble kpyru, 6enble 06n1acTh, N0COCEBO-PO30BbLIA POH
[lpeBoBNAHbIE COCYAbI, 6eMble NTMHNK, 6efble KPYTi, WenyLeHne
E.Ol\qlél'[lggfly etal. 1(71rop) geo%B”M;:a;ﬂB:é?g M:H':”(;Tg}){ ¢ nepudoNAnKynspHbIM KOMNOHEHTOM, (DOH NOCOCEBOrO LiBETA,
ynap UeHTp BOJNOCHI B B «CBMHOrO XBOCTNKA»
MepBuynas B-KJIK n3 knetok .
MAprUHANLHOI 301l (5) ®onnnkynapHble Npo6KKM, OpaHXesbIn POoH
C. Navarrete- DonnnkynsapHsle NPO6KKU, OKPYXKEHHbIE BJ1ECTALLUMM BeNbIMU
Dechent etal., 2019 8(—) MepsuyHas B-KJK u3 knetok NUHUAMW, TOHKNE NUHEIAHbIE COCYAbI C HEYETKMMU KOHTYpamu
[29] (hONANKYNAPHOIO LiEHTpa (2) B nepudepuyeckoil YacTi, opatxeBblii hoH, po3oBas
nepuepuyeckas 4actb
Mepsuynas B-KJTK, HeyTo4HeHHas (1) —
M. Llamas-Velasco 1(73 rona) BHyTpucocyaucTas KpynHokneTo4yHas KenTtoBarble/nococeBoro LBeTa 061acTi, TO4E4HbIE U 3MEEBUAHbIE
etal., 2020, [18] A B-kneto4Has numdoma (1) COCY[bl C HEYETKUMMN KOHTYPaMW, pacnonaratomecs HeperynspHo
C. Miyabe et al., BHyTpucocyaucTas KpynHokneToyHas
2020 [19] 1(67 ner) B-kneTouHas numdoma (1) Teneanruakrasuu
S. Yanagihara et al., BHyTpucocyamcTas KpynHokneTo4Has
2020 [20] 1 (78 ner) B-KneTouHas numdoma (1) TeneaHrnakTasum, po30Bble CTPYKTYPbl, TEMHO-CUHIE CTPYKTYPbI
A. Janowska et al., 1(36 nem) epBuyHas B-KJ1K n3 knetok Kpyru Kopu4HeBoro LBeTa, 0TAeNbHbIe APEeBOBUAHbIE COCYAbI,
2021 [31] thonnukynspHoro ueHtpa (1) 6eCCTPYKTYpHas 061aCTb TEJIECHOTO LiBeTa
) 9IpuTemMaTo3Hblii PoH, 061aCTM NOCOCEBOr0 LBETA, APEBOBUAHBIE
& ot el 1 (63 roga) SIS L R BRI COCYAbl, XXeNTble MPOOKMN, OKPYXEHHbIE Y6TKO 04epUEHHbIMU 6eMbIMN

2022 [32]

LeHTpa (1)

Kpyramu
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Tabnuua 1. OkoHYaHe

Table 1. Ending
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Konuyectso
ABTOpbI, FOA Ho3onorus
ny6nukayuu "(:g:::g; (konu4ecTBO NaLMEHTOB) ERCETY LI T TR LT
OaHopoAaHble 06nacTh N10COCEBOrO LiBeTa, 6enblie 6necTawme
B. Beheraetal., 1(62 rona) [MepBuyHan Ancdy3Has KpynHOKIETOuHAs 6eCCTPYKTYpHble 061acTy, [PeBOBUAHbIE COCYAbl, 3MEEBUAHbIE
2022 [16] A B-KJIK, Tvn HMXHUX KoHevHocTel (1) COCYAbl, NUTMEHTHAA CeTb, CTPYKTYPbI N0 TUNY «nepua»
KOPWYHEBOTO LiBETA, CTPYKTYPbI MO TUMY «PO3ETKU»
_ To4eyHble cocyabl, APEBOBUAHbIE COCYAbI, N30THYTblE COCYAbI,
RIS 18 KJ:IK 13 KNeToK 6enble 6eCCTPYKTYPHbIE 0611aCTH, OPaHXKEBbIE 6ECCTPYKTYPHbIE
MapruHanbHoi 30Hb! (44)
06/1acTN, OpaHXeBbIe ro6yIbl, 6eble NMHUN
) ’ ) To4eyHble COCYAbI, INHENHbIE COCYabI, LPEBOBUAHbBIE COCYbI,
gbgrz”[%ge]m el 95 (—) (Egﬁﬁn:”i; BHEFT)K gaTK”ae(Tg;) U30THYTbIE COCYAbl, 6e/ble 6eCCTPYKTYPHbIE 0611aCTH, OPaHXeBble
ynap UEHTP 6eCCTPYKTYpPHbIE 061acTL, OPaHXXEeBbIe r106Yybl, 6esble NUHNK
To4eYHble cocybl, APEBOBUIHbIE COCYLbI, U3OTHYTbIE COCYAbI,
I EORTED nmmgf%;ri}??&;;ynuomeroqHaﬂ 6enble 6eCCTPYKTYPHbIE 06/1aCTH, OPaHXXeBble 6ECCTPYKTYPHbIE
o6nactu, nypnypHble 6eCCTPYKTYPHbIE 0651aCTH, Gesible TUHUN
. Bnectawas 6enas nceBfoCeTh, YELLYAKY, XKENTbIe KPYru
A. Laghietal., Btopuynas B-KJTK u3 knetok
2022 [34] 1(72ropa) hoNNMKYNAPHOrO UeHTpa (1) 1 NONNMOPHBIE COCY/ibl, OKPYXKEHHbIE TENIeaHr NaKTaTu4ecKuMm
cocyjamu, pacnonararLnMmucs Ha 3puTeMaTo3HoOM poHe
S. Koizumi et al., BHyTpucocyaucTasn KpynHokneTo4Has o o
2023 [17] 1 (73 ropa) B-kneTouHas numdoma (1) TeneaHrnaktasuu, 61efHbIA 3pUTEMATO3HbIN (DOH

Tabnua 2. Koppensiuus AepMatockonin4eckix NpusHakos 1 NatoMopdonorYeckinX n3MeHeHIi

Table 2. Correlation of dermatoscopic features and pathomorphological changes

JlepmaTocKonu4ecKuin npu3HaK

MaTomopchonoruyeckme U3MeHeHus

AKTMBHaHBaCKyﬂﬂpMSauMﬂ

Heonnactu4yeckuit aHrunoreHes [7]

Cocyfbl M0 TUMY «NCeBAONOANN»

PaclunpeHHble KDOBEHOCHbIE COCYAbI, OKPYXaKLLe OoNAnKyNnonofo6Hble CTPYTYPbl U3 NUMEOLNUTOB [24]

Pa3MbITOCTb/HEYETKOCTb KOHTYPOB COCY0B

Pacnonoxexue cocyaoB B rNyGOKMX CNOSAX [6PMbl U PacCeNBaHUE CBETA KONNareHoBbIMI BONOKHaMK [35]

®oH/06nacTn 10C0CEBO-PO30BOI0O
NN XKENITOBATO-0PAHXKEBOr0 LiBeTa

YCUNeHHbIN KPOBOTOK, MAOTHBIA MMM OLNTAPHBI MHUBTPAT, pacnonararLnincs BOKpYr Unu BHyTpu

cocygaos [7, 27, 29, 36]

TeneaHrnakrasnu

PekaHanuaaums cocyfoB Nocne X OKKJHO31M HEONNACTUYeCKUMIU numdounTamu u Tpombamu [19]

TEeMHO-CUHME CTPYKTYpbI

CkonuneHus 3510Ka4eCTBEHHBIX KITETOK B KPOBEHOCHBIX U/Unu niumdaTnyecknx cocypax [20]

P030Bble CTPYKTYPbI

Cocyabl, cofiepxalime KpyrnHble aTUMnUYHbIe KNeTkKn, 1 HeKpo3 Aepmbl [20]

Bonocbl Koieykom / B BUAE «CBUHOTO
XBOCTUKA»

[lechopmalius BONIOCAHOrO CTEPXKHA NepuagHeKcanbHbiM UHUbTpaTom [28]

Benble KpYrv v IMHIAK, KPUCTANM4YecKine
CTPYKTYPbI

PeakTuBHbI (hnbp03 AEPMbl MM YHACTKN PeLyLNPOBAHHON 30HbI FPeHLA, 06YCOBNEHHbIE HANMYMEM
04aroBOro MK Y3N10BOr0 NOBEPXHOCTHO PACMOM0XKEHHOM0 MH(IMALTPATA B COCOYKOBOM CNOE AEpPMbl

[24, 27, 28]

JKenTble TOYKM, OKPYXKEHHbIE Kpyramu
6enoro useta

KepatnHoBble onnnKynsapHole Npo6Kn, NepugoNanKyNApHbIA NUMMOLUTAPHLIA UHDUILTPAT,

CMeLLatoLmnin BBepx anugepmuc [29, 32]

B 2018 r. S. Geller n coasT. NpoBenyu peTpOCNEKTUBHbIN
aHanu3 gepmMaToCKONMUYeCcKnx n3obpaxkeHuit 58 odaros no-
paxkeHuns koxu y 51 naumeHTa ¢ nepsuyHbiMK B-KJTK ¢ oueH-
KOWM TaKmX XapakTepUCTUK, Kak LIBET, MOposiorns cocynos,
Hannuue 4Yeluyek M U3bA3BMAEHUA [7]. Ha BCcex naydeHHbIX
CHMMKax 0TMeYarnocb OTCYTCTBUE NMUIrMeHTa B o4varax nopa-
XKEHHOWN KOXMW, GOMNbLUMHCTBO 3NEMEHTOB MMENo hoH N0
061acT NOCOCEBO-PO30OBOro, UMK XEeNToBaTO-OpaHXeBOro
ugeta (79,3%) [7]. Takxe B 60MbLUMHCTBE O4aroB MMENNCh

T. 101, Ne 5, 2025

BbIP2XXEHHbIE KPOBEHOCHbIE cocyabl (77,6%) [7]. CtouT oT-
METUTb, YTO Hambosiee 4acTo BUIyanU3NPOBASIMCb 3Mee-
BMAHbIE cocydpl (67,2%), ropasgo pexe — ApeBOBUAHbIE
(6,9%), To4e4Hble (1,7%) n nonumopdpHbie (1,7%) [7]. Co-
yeTaHue NT0COCEBOro LBeTa U 3MeeBUAHbIX COCYA0B Habto-
nanocb B 55% Bcex BbICbINaHWI, ogHako B 5 ovarax (8,6%)
He 6bI1510 HY OIHOrO N3 3TUX ABYX NPU3HAKOB [3]. Hannune ve-
LLYyeK 1 U3bA3BMIEHWI Ha MOBEPXHOCTU 04aroB BCTPeYanocb
oTHocuTenbHo peako — 10,3 1 6,9% cooTBETCTBEHHO [7].

BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(5):78-92 W
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B 2019 r. C. Navarrete-Dechent n coasT. 6binn ony-
6rmKoBaHbl pe3yrnbTaTbl MHOMOLEHTPOBOIO PETPOCMNEKTUB-
HOro uccnefoBaHus, NOCBSLLIEHHOro anddepeHumansHom
ONarHocTuke nepBUYHBIX NIMMAOM KOXW W MCeBAONNM-
oM c ApyrMmn 3abonesaHVaMU, UMEKOLLMMU CXOLHYHO
KNMHUYECKYI0 KapTuHy [29]. OCHOBHbIMW OrpaHVyeHnsaMn
[aHHOro uccrefosaHusa 6b1MvM Manas Bbl6opka nauneHToB
n o6bveguHeHue 6onbHbIX T-KJ1K, B-KJTK 1 ncesgonumo-
Mamu B ogHy rpynny (n = 14) npu cpaBHeHUWU C rpynnow
KoHTpons (n = 35). B cpaBHEHWM C KOHTPOMbHOW rpynnow
B rpynne nMMdoM KoxXxu / ncesponumdom vaile Habso-
nanvcb opaHxeBbii ugeT (71,4 npotme 14,2%; p < 0,001)
n donnukynsapHele Npobkn (85 npotns 2,8%; p < 0,001),
a TakXe CoYeTaHue 3TuUX AByX Mpu3HakoB (64,3 npoTtus
0%; p < 0,001) [29]. Takxe B rpynne NMMAOM KOXu / Nces-
JonMMdoM 4acTo BM3yanuamposanucb cocydbl (85,7%),
Hanbonee 4acto — JMHelrHble (78,5%) 1 OpeBOBUAHbIE
(42,8%), 0@4HAKO 3HAYMMBIX pas3nuymin ¢ COCYAUCTbIM nart-
TEPHOM B KOHTPOSLHOW rpyrne BbISIBIEHO He 6b1s10 [29].

CornacHo paHHbIM aHanusa nuTepartypbl, NpoBedeH-
Horo M. Stawinska n coasT. B 2021 r., npy NepBUYHHON
B-KJTK 13 KneTok tonnmKynapHoro LeHTpa Hanbonee 4a-
CTO BCTpeyvatoTcs hoH fiococeBoro LpeTa (65,0%), TOHKMe
KOPOTKME/NIMHENHO-HEPEryNnapHble/3MeeBuaHbIe  cocydbl
(45,0%), wenyweHne (25,0%) n [peBOBMAHbIE COCYObI
(15,0%); ans nepsuyHon B-KJTK 13 KneTok mapruHanb-
HOWM 30Hbl Hanbornee xapakTepHbl OOH JIOCOCEBOro LBeTa
(76,2%), TOHKME KOPOTKME/NMMHENHO-HEpEerynapHble/3me-
eBuaHble cocydbl (52,4%), 6enble kpyru/obnactu (19,0%)
1 wenywexne (16,7%); ona nepsny4Hon andpy3Hom Kpyn-
HokreTo4Hon B-KJIK cBOMCTBEHHbI (hOH STOCOCEBOrO LBeTa
(80,0%), 6enble obnactu/kpyru (40,0%), Yewuyrikm (40,0%)
1 gpesoBugHble cocyapl (40,0%) [36].

B 2022 r. E. Errichetti n coaBT. ony6nvkosanu pesynb-
TaTbl PETPOCNEKTUBHOIO UCCNEfoBaHNs, B KOTOPOM Obinn
npoaHanu3nMpoBaHbl [OepMaToOCKONMYeckue nsobpaxeHus
95 nepsuyHbiX B-KJIK (44 nepsuyHbix B-KJITIK 13 knetok
MapruHanbHon 30Hbl, 37 nepsuyHbIX B-KJIK 13 knetok
ONNMUKYNAPHOro ueHTpa u 14 nepsuYHbIX AUARY3HBLIX
kpynHokneTouHbix B-KJIK) [33]. Cpeon o6HapyXeHHbIX
B o4arax B-KJIK gepmatockonuyeckux rnpusHakosB Obinu
OpeBoBUAHbIE coCyAbl, N30THYTble COCYAbl, TOYEYHbIE CO-
Cydbl C HEYeTKMMW KOHTypamu, JNMHenHble cocyfbl, 6e-
nble 6eCCTPYKTYpHble 06nacTn, OpaHXeBble 6eCcCTPyK-
TYypHble 0o6nacTu, nypnypHble 6ecCTPyKTypHble obnacTu,
opaHxeBble rnobynbl, 6ensie nHuK [33]. Takxe aBTOpa-
MU 6blNl NpoBefeH MHOrOMepHbI aHanuM3 [epMaToCcKo-
NUYEeCKMUX MPU3HAKOB B CMELLAHHOMW rpyrnne nepBuYHbIX
T- n B-kneto4Hbix JIK (n = 121) B cpaBHeHWM ¢ rpynnoun
KOHTPONSA, BKIMOYaBLUen B cebs 3/10Kka4eCTBeHHbIEe U [06pO-
Ka4ecTBeHHble HOBOOOGPA30BaHNA KOXM, MCEBAONNMAOMBI
1 BocnanutenbHble gepmatosbl (n = 140), B pe3ynsrare
KOTOPOro B Ka4eCTBe HaAeXHbIX AMarHoCcTU4eckmx npegu-
KTOPOB MEPBUYHBLIX NIMMPOM KOXWN 6bInn onpepeneHs! 6e-
Ible 1 opaHXeBble 6eCCTPYKTYPHbIe 061acTu, OpaHXeBble
rmoéynbl N 6enble nuHuKM [33]. MNpu 9TOM €OUHCTBEHHbLIM
anddepeHumansHo-AnarHoCTUYECKUM NPeaukTopoM, Bbl-
ABMEHHbLIM MPU aHanuMse AepMaToCKONU4YeCcKMX NpuaHakos
B rpynnax B-KJIK n T-KJIK, 6binn To4e4Hble cocyabl C He-
YeTKMMM KOHTYpamu, KOTOopble Yallie BCTpeyanucb B rpym-
ne 6onbHbIX T-KJIK [33].

OThenbHbI MHTEpeC NpeacTaBnsieT WCMonb30BaHVe
[epMaToCKONUM B KadyecTBe BCrOMOraTesibHoro MeTo-
ha npu Bblbope MecTa 6MOMNCUN KOXK MpU MoJo3peHnn
Ha B-KJIK. B 2020 r. S. Yanagihara n coaBT. ony6nuko-

B BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(5):78-92
B Vestnik Dermatologii i Venerologii. 2025;101(5):78-92

489

Banu cnyyan ycrewHon AMarHOCTUKW BHYTPUCOCYLAMCTOWN
KpynHokneTo4yHon B-KJIK ¢ Bbibopom obnactu 6uoncum
KOXW nof KoHTponem aepmatockonum [20]. B Tom xe rogy
C. Miyabe 1 coaBT. onncanu 605bHOro ¢ CUCTEMHbIMU MPO-
ABNEHNAMN (NOBbILLEHWeM TemnepaTtypbl Tena, aHemuen
1 remodarouynTapHbiM CUHAPOMOM), Y KOTOPOro He 6bIno
KOXHbIX MPOSIBNEHUN, BUOMMbIX HEBOOPYXEHHbIM rna-
30Mm [30]. TeM He MeHee aepmaToCcKonMyeckoe uccrnegosa-
HWe BU3yaribHO HEM3MEHEHHOrO0 KOXHOro MoKposa Mnosso-
IO BBISIBUTL HECKOSIbKO 04aroB TerneaHrnakraTuyecku
pacLmpeHHbIx cocynos [30]. NMNaTomopdonornyeckoe n um-
MYHOIMCTOXMMMUYECKOE UCCefoBaHna 6uontarta Koxu, Ko-
TOPbIN 6bI1S1 NONYYEH B OAHOM U3 3TUX Y4aCTKOB, NO3BONUIN
NoATBEPAUTL AMAarHo3 BHYTPUCOCYOUCTOW KPYMHOKNETOY-
How B-KJIK [30].

Y ogHOM M3 HalMX naumMeHToK Mbl Habnwojanu takve
JepMaTocKonu4yeckne npusHaku, Kak opaHXeBo-po30Bble
(nococesoro ugeTa) okpyrible 061acTU/rnobysbl, CTPYKTY-
pbl (KPyru, MMHUKM 1 o6nacTu) 6enoro LeeTa, ApeBOBUOHbIE
CoCyfibl, MECTaMM C Pa3MbITbIMW KOHTYPaMu, 1 eAUHUYHbIE
XenTtble PonnuKynapHble NPo6KK, OKPY>XeHHble 6enbiMu
Kpyramu. Y Opyron naumeHTKn 6binM o6Hapy>XeHbl opaH-
XEBO-pO30Bble (T0COCEBOro LBeTa) OKpyrnble obnacTw/
rnoéynbl, CTPYKTYpbl (KPyru, nuHMM 1 obnactu) 6enoro
LBeTa, a TakXe JIMHEeNHO-U30rHYTbI U 3MEeeBUIHbLIA COCY-
Obl C Pa3MbITbIMU KOHTYPaMU, eVHUYHbIE XenTble onnun-
KYNsipHbIE MPO6GKK, OKPY>XXEHHbIE 6enbiMun Kpyramu. Bece atn
Npu3Hakn paHee 6bINN ONMcaHbl B NUTEpaType B KavecTse
xapakTepHbIx ansa B-KJTK n ¢ y4eToM ocTanbHbIX KIIMHUKO-
aHaMHECTUYECKMX AaHHbIX MO3BONUAM 3anofo3puTb faH-
HbI OuarHos, MocnyXws OCHOBaHWEM [N BbIMOSIHEHUA
61oNCUN KOXMU.

Pacnonoxexne o4aros B-KJIK Ha koXe ronosel
M e — 3CTeTUHECKN 3Ha4YMMbIX 061acTax — MOryT 3a-
TPYAHWTL BbINOMHEHME 6uoncun. B Takux cutyaumax npo-
BefleHVe OepMaTOCKONMUN MOXET CTaTb OOMOSHUTENbHbIM
Kputepuem Ans onpefeneHns HeobxoAuMOCTU LaHHOW
onepauun. TeM He MeHee OepMaTOCKOMUsA He fABNseTcs
ansTepHaTUBOM GUOMCUM KOXW. [Ons ycTaHOBneHus aua-
rHosa B-KJIK Heobxoanmo BbINOMHEHWe natomMopdoso-
rMYecKoro, MMMYHOTUCTOXMMUYECKOTO U Hepedko Morne-
KYNAPHO-TEHETUYECKOrO MCCefoBaHna oGuontata  KoxXu.
VY Hawux naumeHToK AuarHo3d 6binl NOATBEPXAEH narto-
MOPMONOrn4eckuM " MMMYHOrMCTOXUMUYECKUM UCCIe-
JOBaHUSAMW, MONEKYNSAPHO-reHeTUYecKoe unccnefoBaHne
ansa onpepeneHns B-kKNeTo4HoOM KrMoHanbLHOCTU He BbIMNON-
HAMOCb B CBA3M C YeTKMMM MOPAOSIOrMYeckumMm (xapakrep
pocTa 1 KNeTo4HbI cocTas (PoNMKYNonofo6HbIX CTPYK-
TYP) 1 UMMYHOTUCTOXMMUYECKUMWN KPUTEPUAMMW, XapaKTe-
pusyromMmn B-KneTouHyo Mg oMy KoXn — nepBuHHyo
KOXHYIO (DONIUKYIAPHYIO NIMoMY.

B HacTosiLlee Bpemsi HEM3BECTHbI MMCTOSIOrNYECcKue,
WMMYHOIMCTOXMMNYECKME U TEHEeTUYECKNE MPU3HaKn, no-
3BOSIAIOLLIME MPU N3YYEHUN KOXKHOMO 6uonTaTa fOCTOBEPHO
OTNMYUTL nepsuyHyto B-KJTK oT BTOpWYHO nopaaroLuen
KOXY CUCTEMHOW NuMoMbl. TeM He MeHee CyLlecTBy-
10T MapKepbl, KOTOpble MOryT ykasbiBaTb Ha Hanu4ive
WM OTCYTCTBME CUCTEMHOCTU MpoLiecca C BbICOKOW [O-
nen BeposiTHOCTU. Tak, Npu BTOPUYHOM MOPaXEHUN KOXMU
y 6O0MbHbLIX CUCTEMHOWN (PONSUKYNAPHON NIMMAOMOMN 3KC-
npeccus BCL-2 Habnopaetca B 90% cnyyaes [12, 38].
B T0 e Bpems npu nepsu4Hon B-KJTK 13 ponnukynapHo-
ro ueHTpa akcnpeccus BCL-2 o6HapyxuBaeTtca B 10-27%
Crny4aeB M MOXeT ObITb accoummMpoBaHa C MOBbILLEHHbLIM
puckom peumameos [12, 37, 38]. Mo gaHHbIM X. Zhou u co-
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aBT., NPU NMEepBUYHON KOXHOW (PONNUKYNApHON numdome
B CpaBHEHWU CO BTOPWYHBLIM MOPaAXEHWEM KOXMU MpU CU-
CTEMHOW (PONNMKyNapHoON numdome Yalle onpepensercs
nHOekc nponudepatveHon akTuBHocTU Ki-67 6onee 30%
(B 75% cny4aeB), OTCYTCTBUE peapaHXMpoBKKu reHa BCL2
(B 83% cny4aeB) n OTCyTCTBME MyTauMWi B reHax, y4acTBy-
IoLWKUX B Mogudmkaumumn xpomaTtuHa [38].

Tonbko y OAHOW U3 MpeAcTaBfieHHbIX MaLMeHTOoK
npy nNposefeHun NMMMYHOrMCTOXMMUYECKOro 1ccnefoBsa-
HMA 6uonTata KoXu onpepensanacb akcripeccuss BCL-2.
Y o06eux naumMeHTOK UHAEeKC nponudepaTBHOM aKTUB-
HocTh Ki-67 cocTtaBnan meHee 30%. Y NaumMeHTKU C Bbl-
sIBfIeHHON aKkcnpeccuein BCL-2 6bin nogTBEpXAeH Nnepeuy-
HbI XapakTep MOpPaXeHWs KOXW W MPOBEOEeHO fleyeHue
puUTYKCMMaboM, OfHaKo, HeCMOTpPs Ha [OCTUrHYTbIN Mo-
NOXUTENbHBIN 3PEKT, OTMEYEH POCT OMyXoneBoro ysna
Yepes HECKOSbKO MeCALEB Nocre 3aBepLUeHns Kypca.

Takum o6pasomMm, akcnpeccus BCL-2 BcTpedaetcs
y 60nbHbIX nepsu4HbiMU B-KJTK, HO MOXeT ykasblBaTb
Ha 60rnee BbICOKYIO BEPOATHOCTb CUCTEMHOCTM MpoLecca
N CKIIOHHOCTU K peuuamsaM. BHe 3aBucumMocTn OT Hanu-
4msa 1 ypoBHs akcnpeccun BCL-2 n Ki-67 Bcem nauneHTam
C BrepBble YCTaHOBMEHHbIM ANArHO30M JIMMAOMbI KOXU

B MOMOLLb MPAKTUHECKOMY BPAYY / GUIDELINES FOR PRACTITIONERS

Heo6xoanMo npoeseneHne CKpUHUHIroBoro obcnegoBaHns
ONS UCKMIYEHUa HoganbHON Unu 3KCTpaHO,D,aJ'IbHOI7I M-
CbOMbI C BOBJ1€4HEHNEM KOXMWN.

3aknovenue

OdepmaTockonus aBnseTca HefopornmM, HeMHBa3mnB-
HbIM 1 6€360/1€3HEHHLIM METOA0M ANArHOCTUKU U MO3BO-
NseT ¢ MOMOLLbIO BU3yanuaaunn CTPYKTYpP, Kak npasunio
HEBUOUMBbIX HEBOOPY>XXEHHbIM rNa3oM, 6bICTPO MNOAYy4YUTb
OONONMHUTENbHYIO MHOPMaLM0 0 3aboneBaHnn, B CBA-
31 C YeM LUMPOKO UCNOMb3yeTCs B AMarHoCTuKe gepma-
TO30B U KOXHbIX HOBOO6pa3oBaHui. NpencTaBneHHble
HaMW KfIMHUYECKMe cryyan OeMOHCTPUPYIOT BO3MOX-
HOCTU OEepMaTOCKOMUYECKOro nccrnefoBaHua B paHHeEM
pacno3HaBaHun B-KJIK 1 Heo6xogMMoCTb Mexaucum-
nnvHapHoro B3aumopencTeusa. OnucaHHble OepmaTo-
CKOMMYecKne NpuU3HaKu MOryT yKasblBaTb Ha AMArHos
B-KJIK, HO He aBnswTca cneunduyeckumn. Takum o06-
pa3oMm, 4epMaToCKonus MOXET cTaTb BCNOMOraTeflbHbIM
ONarHoCTMYeCKUM MeTOOM, KOTOPbIA 6yaeT apdeKTuB-
HbIM B COYETaHUM C NaTOMOP(ONOrnyecknM U UMMYHO-
FMMCTOXMMUYECKUM UCCREAOBaHUAMKU NpU OMarHOCTUKE
nvmdpom koxu. [l
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YyacTue aBTOPOB: Bce aBTOPbI HECYT OTBETCTBEHHOCTb 3a COAEPXAHME W LENMOCTHOCTb BCEM CTaTbi. KOHUENUMS W [OM3ailH CTaTby,
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F PAHYAEMATO3HBIM XEUAUT Mﬂmepa KAK MOHOCHMITTOMHBI
BapuaHT cuHApoMa MeabkepccoHa—PoseHTand

© Xapunnasa M.I.*, Top6yHos t0.I"., benoycosa 1.3.

BoeHHo-mMeanumuHeKas akagemns uvenn C.M. Kuposa, CankT-Tletep6ypr, Poccus

lpaHynemMaTo3HbIA XEWNUT — XPOHUYECKNA OTEK OJHOM UM 06eunx ryd, B OCHOBE KOTOPOro NEXUT
rpaHynemaTto3Hoe BocnasneHue. ITo pegkoe BocnanutenbHoe 3aboneBaHne, KoTopoe OTHOCUTCA

K MOHOCUMMNTOMHOW dhopMe cnHapoma MenbkepccoHa—Po3eHTans. Ha cerogHAWHNN oeHb 3TMONorms
JaHHoro 3abonieBaHNst OCTaeTCA HEM3BECTHOMN, U ero Nie4eHne NPeAcTaBseT COXHOCTW. B cTatbe
pPaccMOTPEH KITMHUYECKUIA CnyyYa MOHOCUMMTOMHOIO BapuaHTa peLmamBupytoLLero opogaumanbHoro
0oTeka, onucaHbl 0CO6EHHOCTUN Habngaemoro ciydas u 3pEeKTUBHOCTb BHY TPUKOXHOIO
NPUMEHEHMNS TMIOKOKOPTUKOCTEPOMAOB 1 (DPAKLNOHHOIO (hOTOTEPMOSIN3A, a TAKXE NPUBEAEHbI
OaHHble 0 anddpepeHUmanbHOM guarHocTuke 3abonesanust. [JaHHbIA cnyyan nog4epKnBaeT BaXXHOCTb
TLWaTeNbHOro 06CNefoBaHnsa NPy QUarHoCTUKe, MOCKOMbKY KIIMHMYECKan KapTuHa MOXET ObITb CXOXa
CO MHOTUMW APYTrMMMW rPpaHynemMaTo3HbIMU COCTOAHUAMM.

Knto4yeBbIe CMOBA: KNMHMYECKUI clyyai; rpaHynemMaTo3Hbli XenuT; cuHapom MenbkepccoHa-PoseHTans;
opodpaumanbHbIi rpaHyneMartos; (opakLMOHHbIN hoToTepmonus

KOHMNUKT MHTEPECOB: aBTOpbI JaHHOW CTaTby NOATBEPAWIN OTCYTCTBUE KOH(IIMKTA UHTEPECOB, O KOTOPOM
HEOoOBXOANMO COOBLLNTD.

NCTOYHUK (PMHAHCUPOBAHUS: pyKONUCh NOArOTOBNEHA U OMY6/IMKOBaHa 3a cHeT (PMHAHCUPOBAHUS MO MECTY
paboThbl aBTOPOB.

Cornacve naumeHTa: nayneHT [O6POBOSILHO NOANMcan MHOPMUPOBAHHOE Cornacue Ha NyGnmnKaumo
nepcoHansHoM MeguLMHCKON nHdopMaLmm B 06e3nny4eHHon hopmMe B XypHane «BecTHuK gepmaTonoruu

1 BEHepOoJZ1I0rnm».

Ona untuposBaHua: Xapuunasa M.I., lop6yHos O.I., Benoycosa W.3. MpaHynemaToaHblii xennuT Muwwepa
KakK MOHOCUMMMNTOMHbIW BapuaHT cuHgpoma MenbkepccoHa—Po3eHTans. BeCTHUK AepMaTtonorum 1 BEHEpOosIoruu.
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Mescher granulomatous cheilitis as a monosymptomatic variant
of Melkersson—Rosenthal syndrome

© Maya G. Kharchilava®, Yuri G. Gorbunov, Irena E. Belousova

Military Medical Academy named after S.M. Kirov, Saint Petersburg, Russia

Granulomatous cheilitis is a chronic swelling of one or both lips that is caused by granulomatous
inflammation. This is a rare inflammatory disease that belongs to the monosymptomatic form of
Melkersson—Rosenthal syndrome. To date, the etiology of this disease remains unknown, and its
treatment is challenging. The article discusses a case report of a monosymptomatic variant of recurrent
orofacial edema, describes the features of the observed case and efficacy of intradermal application of
glucocorticosteroids and fractional photothermolysis, and provides data on the differential diagnosis of
the disease. This case highlights the importance of thorough examination in the diagnosis process as the
clinical presentation can be similar to many other granulomatous conditions.

Keywords: case report; granulomatous cheilitis; Melkersson—Rosenthal syndrome; orofacial granulomatosis; fractional
photothermolysis
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M AxtyanbHocTb

lpaHynemaTtosHbIn XelnuT — pepakoe 3abornesaHue,
KOTOpoe 6biN10 Bnepsble onucaHo Muwiepom B 1945 r. OHo
XapakTepu3yeTCcsl XPOHUYECKNM OTEKOM OOHOWN Uin o6enx
ry6, B OCHOBE KOTOPOro NIEXWUT rpaHynemarto3Hoe Bocna-
neHve, N paccMaTpvBaeTcs Kak MOHOCUMIMTOMHasa dhopma
VNN HEMOJHbIN BapuaHT cuHapoma MenbkepccoHa—PoseH-
Tana (CMP) [1].

B 1985 r. BuseHdpenba 1 coaBT. BBENU TEPMUH «OpO-
haumanbHbIN rpaHyneMaTos» C Lenbio 06beAnHUTL paHee
ONMCaHHbIN rpaHynemMartosHbli xevnut u CMP. B kayectee
OCHOBHOMO  KIIMHMYECKOro npusHaka opodauunansHoro
rpaHynemMaTo3a onucbiBancs 6e360Me3HEHHbIN OTeK of-
HOM UnNun o6enx ryd, rmcTonorn4eckn xapakTepmnayoLmimncs
HanM4yneMm B fepme INUTENIMOUAHO-KNETOYHbIX rpaHynem
6e3 Ka3eo3Horo Hekposa. OTek Takxe MOXeT pacnpocTpa-
HATBLCA Ha JeCHbl, Npuaasas UM 3epHUCTbIN Bua. B Han6o-
nee TsXenbIX crnyvyaax Habnogaetca 6onesHeHHas numda-
neHonatwua [2].

Beuay pedkocTu faHHOM NaTonorum, HeACHOM HO30:0-
rMYeCKOr NPUHAANEeXHOCTU U OTCYTCTBUA NPOTOKOMOB Ne-
YeHus1 NPMBOAMM Hallle CO6CTBEHHOE HabMoaeHe N aHa-
13 nuTeparypeol.

Onucanue cnyyas

Mog HabnogeHnem Haxogunach naumeHTka H. 26 ner,
KOTOpasi obpaTvnach B KIMHUKY KOXHbIX U BEHEPUYECKUX
6onesHen BoeHHo-MeguuUmMHCKo akagemun M. C.M. Ku-
poBa ¢ xanob6amMu Ha BbICbINaHUS B 061aCTN KOXU HUXKHEN
ry6el n nogéopoaka, 6e3 Cy6beKTUBHbLIX OLLyLLeHni. Briep-
Bble 3NIEMEHTbI KOXHOW CbIMU MOSIBUMUCE OKONO ABYX NeT
Ha3apg. lNosiBneHne BbICbINAHUA HU C YEeM HEe CBA3bIBaeT.
B TeueHwe OByx neT naumeHTKa nepuoanyvecku nonydana
Tepanuio B BUAE TOMUYECKUX [FIIOKOKOPTUKOCTEPOUOOB
BbICOKOW MOTEHTHOCTM U WMHMMOUTOPOB KanbLMHEBPUHA
6e3 4eTKON MOMOXUTENbHOW AMHaMWUKU. L3 conyTcTBytO-
LMx 3ab6onesaHnin obpawlatoT Ha cebs BHUMaHue aucbak-
TepUOo3 KMLLEYHMKA, AUCKUHE3US XXEMYEBLIBOAALLNX NyTEN,
XPOHWYECKUI 3PO3NBHBIN aHTparnbHbIN racTpuT, asa 060-
cTpeHus, Hp—.

Pe3ynbratsl (on3nkanbHoro, 1abopaTopHoro

U MHCTPYMEHTA/IbHOI0 UCCIIEL0BAHNI

Ha MOMeHT obpalleHns naumMeHTKU COCTOsIHME yOoB-
NeTBOPUTENBHOE, CO3HAHNE SICHOE, MOMOXEHNE aKTUBHOE,
OpUEHTUpPOBaHa B MecTe U BpeMeHW. Temnepartypa Tena —
36,7 °C; Al — 118/73 mm pT. cT. Bugnumble cnvauctble
060M04KN OBbLIYHOM OKpAaCKW, He M3MeHeHbl. [Ona ucknio-
YeHua COMyTCTBYIOLLEN NaTonornm naumeHTKe BbINOMHEHbI
pubpo330dharoracTpoayodeHOCKONUA U KONOHOCKOMNUS.
3aknioveHne OIrAC: «HepoctaTtovHoCTb Kapgoun. MoBepx-
HOCTHbIA racTpuT». 3aknyYeHne Mo OMarHOCTUYECKON
KOnoHockonun: «Bo Bcex oTaenax TONCTOM KULLKU U Tep-
MWHaNbHOM OTAene MOAB3AOLUHOW KULLKW naTonoruye-
CKMX W3MEHEHWA He BbIABMEHO». [lepmartonornyeckum
CTaTyC: NPoLEeCcC NMOPaXKeHUsi KOXU HOCUI OrpaHUYEHHbIN
xapakTep. B obnactu HuxHewn rybol 1 nogéoponka Bu3y-
anuanposanacb WHUNLTPUPOBAHHAA O6ndLiKa MIOTHOM
KOHCUCTEHLMU, SPKO-PO30BOIro LBeTa, pa3MepoM 8 x 4 cMm.
HwxHsAa ryb6a oTeyHasi, NNOTHOINACTUYECKOM KOHCUCTEH-
uum (puc. 1).

C uenbio yTOYHEHMA guarHo3a npoBefeHa auarHo-
cTnyeckas 6uoncus Koxu. pu rnmctonornyeckomMm uc-
cnefoBaHuM B fiepMe Ha hoHe oTeKa 6binn 06HapyXeHbl
MHOIOYUCIIEHHbIE  MENKUE  3NUTENMOUOHO-KNEeTO4YHbIe
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Puc. 1. KnuHnyeckas kaptiHa 4o Havana Tepanii 6bina npeacTasneHa nHub-
TPUPOBAHHON BNALLKOIA MIOTHOM KOHCUCTEHLIAM, SPKO-PO30BOIO LIBETA, PA3MEPOM
8 x 4 CM, HWXKHSS ry6a 0Te4YHas, NNOTHOANACTUHECKON KOHCUCTEHLIAN

Fig. 1. At baseline, the patient had an infiltrated plaque with a dense consistency,
bright pink color and a size of 8 x 4 cm. The lower lip was swollen and had

a dense-elastic consistency

rpaHynemMbl capkougHoro Tuna, 6e3 rnpuM3HakoB Kaseos-
HOro Hekposa. K HeKoTopbIM rpaHynemam npuneranm
oyaroBsble nMMAdoUMTapHble MHMWUABTPaThl (puc. 2, 3).
Mpu okpacke PAS u no Uune—HunbceHy MynKpopraHus-
MOB He BbISIBIEHO.

Ha ocHoBaHWM aHamHe3a, KIIMHUYECKOM KapTuHbI
N MOPEOSIOrMYeCcKOro MnccrnefoBaHns Obin yCTaHOBIEH
OKOHYaTenbHbIM ANarHo3: «rpaHynemMaTosHbii XenuT Mu-
Lepa».

LncbgbeperymanbHbii AuarHo3

OundhdepeHumansHbii gnarHo3 CMP BknoyYaeT Lmnpo-
KU CMEeKTP reTeporeHHbIX COCTOAHUI, B OCHOBHOM MNpe[-
CTaBfIEHHbIX APYrMMW rpaHynemMaTto3HbIMWU 3abonesaHus-
MU, TaKUMKM KaK peakuus Ha MHOPOLHOE Teno, CapKonaos,
aMunonaos, rpaHynemarosHas posauea, fenpa, KoXHble
npossneHusa 6onesnn Kpona [3, 4].

820

Puc. 2. TpaHynemaro3Hblii MHCDULTPAT B iepme Ha (hoHe oTeka
Fig.2. Granulomatous infiltrate in the dermis with edema

Vol. 101, Iss. 5, 2025
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Puc. 3. [lepmanbHble MHADUALTPATI U3 MHOMOYMCIIEHHbIX MEMKIX rpaHynem cap-
KOWMAHOrO TiNa 6e3 NpKU3HaKOB Kaseo3HOro Hekpo3a. K HeKOTOpbIM rpaHynemam
MPUIEratoT 04aroBble IMMQOLMTAPHBIE MHPUALTPATHI

Fig. 3. Dermal infiltrates consisting of numerous small sarcoid-type granulomas
without signs of caseous necrosis. Some granulomas are adjacent to focal
lymphocytic infiltrates

OnddepeHunanbHo-guarHocTuyeckmne
npencTaBfeHbl B Tabn. 1.

NpU3HaKu

Jleyerne

MaumeHTKe 6blna Ha3Ha4YeHa Tepanusa B BUAE BHYTPU-
04aroBoro BBefleH!s CycrneH3un 6etaMmeTasoHa aMnpornmo-
HaTta 1 mn B pa3sefeHum ¢ 0,9% pacteopomM NaCl B cooTHO-
weHun 1:1. MNpenapat BBOAMNCA HENOCPEACTBEHHO B o4ar
nopaxeHus, BHYTPMKOXHO B go3e 0,2 mn/cm? (puc. 4). Mpo-
Lenypa nposoaunack 4 pasa Cc KpaTHOCTbiO 1 pas / 2 Hep,
(puc. 5). Mocne aToro 6bIMM MOBEAEHbLI OBE MPOLEAYpbI
bpakUMOHHOro nasepHoro oToTepMonn3a ¢ MHTepBanoMm
B 2 Hegenu.

[na nposefeHus pakuMoOHHOro hoToTepmonmaa uc-
nonb3oBanu 3p6uesbln nasep Fotona Fidelis XS ¢ gnu-
HOW BONHbI 2940 HM, MOLLHOCTLIO 2,59 [x/cm, pexum SP.
3a 30 MyH po npouenypbl HAHOCWIICA aHEeCTE3UNPYHOLLMIA

Tabnuua 1. [nchdepeHumanbHas narHocTika rpaHynemMaro3Horo Xennnra
Table 1. Differential diagnosis of granulomatous cheilitis

Puc. 4. Mocne nposeeHns Nepeoi NpoLieaypbl 00KambIBaHIS CyCneH3In beTame-
Ta30Ha AMNPONIOHATA OTMEYanoCch YMEHbLLEHIE NNOTHOCTI OTeka

Fig. 4. After the first injection of betamethasone dipropionate suspension there was
a decrease in edema volume

kpeM (JlugokauH + MNpunokanH), nocne MaHUNyNAaumnmM Koxy
obpabaTtbiBanu 0,9% pacTBOpPOM XroprekcuamHa 6urnto-
KoHaTa WM MpUMEHANN KpeM, ynydllatolwmin pereHepaumio
TKkaHen (BenaHTteH).

Yicxopq n pesynbTatbl MoCeAyOLLEro HabmogeHns

Yepe3 Mecsily, nocrie BbINOMHEHWA ABYX npouenyp
hpakUMOHHOro hoToTEPMONN3a OTMEYanoch NpakTU4eckn
nonHoe paspeLleHne o4vara (pvc. 6).

O6cyxpenue

CMP — pepgkoe 3aboneBaHue, KNUHUYECKM Xapak-
Tepuayoleecs Tpuagon CUMNTOMOB: peuuanBUPYIOLLUM
opodaunansbHbIM OTEKOM, HEBpoNaTuen nuLUeBoro Hepea
M cknagyatbiM A3blIkoM. CMHAPOM 6bif1 BNepBblie onucaH
B 1928 r. wBeAckuM HeBponoroM 3JpHcTom [ycTaBom
MenbkepccoHoM y 35-neTHen XeHLUHbI ¢ opodaumans-

3aboneBanue

TMcTonoruyeckas kapTuia

Knuuuyeckue npossneHns Ha Koxe

INUTENNONSHO-KIIETOYHASA rpaHynemMa

[Tanynbl nnm 69LWKN KPACHO-KOPUYHEBOrO UK

Capkonpo3 Koxu

113 MOHOHYK1eapHbIX harounToB, OKpYXXeHHast
HEGONbLLIMM KONUYECTBOM NTMMMOLMTOB, MHOrOSAEPHbIE
TUFaHTCKNE KNeTKM

XKenToBaT0-KOPUYHEBOro OTTEHKA, Hallle BCEro Ha nuLe
11 LWee, NONOXUTENbHbIN CUMITOM «S67104HOT0 XKere»

JTenpa

INUTENNOUSHbIE FPAHYEMbI, OKPY)KEHHbIE
NUM@OLNTAPHBIMU MHDUNLTPATAMMN, MHOTAA
06HApYXNBAKTCA FUraHTCKNe KNeTKu JlaHrxaHca

Y3enKku unn apuTemMatosHble 61ALWKN, 06bIYHO
HabI0AAaeTCA HapyLIEHNe KOXKHOI 4yBCTBUTENILHOCTM

JlokanusoBaHHblit AL amunongos
KOXM

OuddysHoe 0TNOXEeHNe aMUIOnAa B IepMe, B CTEHKaX
COCY[0B, B 3annepMuce — fereHepawms 6asanbHbix
KepaTMHOLMTOB C LIMTOMIa3MaTNYECKO BaKyonuaaumein

Y3enku n 6yrpucTble 65IFLLKIM XKENTOBATOr0 NN
PO30BOrO LiBeTa Pa3iMYHON BENUYMHBI HA PA3HbIX
y4acTKax KoXu

lpaHynemarosHas posatea

[paHynembl B BEPXHEW 1 CPeSHEN 4acTu JepMbl,
OTCYTCTBME Ka3e03HOr0 HEKpo3a

HeBocnanuTesbHble XXeNTOBATO-KOPUYHEBATbIE
1NN KpacHOBaTbIe Nanynbl 0ANHAKOBOTO
pa3mepa npeMmyLieCTBEHHO B 0611aCTW LUK
1 nepuopuuLnanbHoi obnactu
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Puc. 5. Tlocne 4eTbipex npouesyp 00KasbIBaHUs CyCreH3un 6eTamMeTasoHa
JNMPONIAOHATA OTMEYAN0Ch CHIDKEHNE MHTEHCIBHOCTI OKPACK! 3MEMEHTOB,
YMEHbLLEHIE MIOTHOCTY OTeKa

Fig. 5. After four injections of betamethasone dipropionate suspension, there was
the coloration of the elements decreased and the edema volume reduced

HbIM OTEKOM W HeBpornaTuen nuuesoro Hepsa, B 1931 .
HemeUKunA Hesponor [eHpux PoseHTans onucan ee
OOVH XapaKTepHbIi CUMNTOM — CKnag4aTbii A3blK. 3a60-
neBaHue BcTpe4vaeTcs ¢ Yyactoton 0,08% B obLyen nony-
naumm. CMMNTOMBI Yalle BCEero nposiBAstoTCA B BO3pacTe
oT 25 0o 40 neT, XeHLUMHbI 60T YaLle MyX4nH (CooT-
HoweHwue 2:1) [5].

K npegnonaraembiM 3TUOMOrMY4ECKUM hakTopam
OTHOCATCAA: reHeTnyeckas npeapacnonoXeHHOCTb, UM-
MYyHoOnorn4yeckue akTopbl (M3MEHeHVWe BPOXAEHHOIO
MMMYyHUTETA CNU3UCTON 060N0YKN ry6 B OTBET Ha pas-
NWYHbIE aHTUreHbl), annepru4yeckas peakuus Ha cTtoma-
TONornyeckne marepuanbl, MUKPOOHble dakTopbl (Mu-
KobakTepumn TybepkKynesa n napartybepkynesa, Borrelia
burgdorferi, Saccharomyces cerevisiae w Candida
albicans), noebllleHHas 4yBCTBUTENbHOCTb K YynbTpa-
uoneToBOoMy M3ny4veHuto, 6one3Hb KpoHa. Takoe BoC-
nanutenbHoe 3aborfieBaHMe KULIeYHUKA, Kak 60nesHb
KpoHa, MoXeT NposiBNATLCA clefyowmmMmn npuaHakamu:
OTeK ry6 c TpewmHaMmun Ha rybéax, MyKO3WUT, FMHIUBMT,
rMOCCUT U MnopaxXeHwe CrM3NCTON O60SI0YKM MOMOCTH
pTa rno Tuny «6ynbbKHOW MocToBOW». WHorga atm cum-
NTOMbl MOTyT HabnogaTecs npu CMP 1 3aTpygHaTb no-
CTaHOBKY gmnarHosa [5-7].

BeepeHHbn B 1985 I TepMuH «opodauunarnbHbIi
rpaHynemaros» OO6bLeAUHUN rpaHyneMaTo3HbIi Xeu-
vt n CMP. B ony6nvkoBaHHONM nuTepaTtype rpaHyse-
MaTto3HbId XennuT n opodiaumanbHeli rpaHynemaTos
4acTO OMUCLIBAIOTCA Kak OOHO W TO Xe 3abosfieBaHue.
OTnonorva rpaHynemMaTo3HOro Xxemnuta HeusBecTHa.
B HacToslLLlee BpeMs paccMaTpuBaloT HECKOSLKO TEOPUIA
pa3euTua 3a6oneBaHus, KOTOPbIe BKIOYaOT B cebq re-
HEeTU4YeCKyH, IMMYHOSOMMYECKYIO, anneprn4eckyo n uH-
dekunoHnyto [1, 5, 7]. [paHynemMaTo3HbIN XeWnUT — 3TO
XpOHW4Yeckoe BocnanuTesnbHoe 3abofieBaHue, XapakTe-
puayuieecs MMMYHHbIM OTBETOM, OMOCPEAOBaHHbLIM
T-xennepamn 1 Tuna. OCHOBHOW NpPU4YMHON ABNSETCHA
nokanbHoe M3MeHeHue BPOXAEHHOro UMMyHUTETa Cnu-
3UCTON O60NOYKN U KOXU Fy6 B OTBET Ha BO3OENCTBUE
pasnn4HbLIX aHTUTEHOB.

B BecTHuk gepmatosnorumn u BeHeposnorun. 2025;101(5):93-99
B Vestnik Dermatologii i Venerologii. 2025;101(5):93—-99

Puc. 6. Yepes MecsL, nocine BbINOHEHNS ABYX NPoLeayp MpakLUMoHHOro goto-
TEPMONN3a OTMEYANOCh NPAKTUHECKM MOMHOE PA3PeLLEHIE 04ara

Fig. 6. One month after 2 fractional photothermolysis procedures, the lesion was
almost completely resolved

[ucTonornyeckom OCOBEHHOCTbIO PaHyneMaTo3HOro
Xennuta BbICTyNaeT Hanuyne SnNUTENNOUOHO-KIETOYHbIX
rpaHynem 6e3 Ka3eo3HOro Hekpo3sa [8].

CMP — 3abonesaHve, xapakTepuayloLleecs Tpua-
OOM  KIMHUYECKMUX CUMMTOMOB: peunavMBupyoiMM opo-
haumanbHbIM - OTEKOM, HeBponaTuer nuueBoro Hepsa
M cknagyartbimM a3bIKoM. B crnyvae korga npucyTCTBYIOT ABa
KIMMHWYeCcKnX npu3Haka u 6onee, Ucnonb3yeTcsd TEepMUH
«onMrocumnTomMHbli CMP», ecnun y naumeHTa nposBaseT-
Csl TONIbKO OAMH U3 MepeynCrieHHbIX NPU3HAKOB — «MOHO-
cumntomHein CMP». [ing nogTeepxaeHuns gnardHo3a CMP
npyv MOHOCUMMTOMHOM TeYeHUn B BuAe opodaumansHoro
oTeka Heo6XxoAuMO NPoBefEHNE MTMCTONOrMHYEeCcKoro uccre-
JOBaHUSA KOXW MOpaXeHHoW obnactu. Tpuaga cMMNTOMOB
Habnogaetcs y 8-25% nauueHToB. Napanuy nuua, KoTo-
pbIi MOXET ObITb Kak OfiHO-, TaK U [ABYCTOPOHHWM, BCTpe-
yaetcs B 30—90% cny4yaes. Hanbonee pacnpocTpaHeHHbIN
npu3HaK — CTOMKUI opodpaumanbHbeli OTEK, NopaxaroLwui
rnaBHbIM 06pa3oM rybbl (FpaHyfieMaTo3HbIA XeNnuT, Xen-
T Muwepa). B pegkux cnydasx oTek MOXET BbI3bIBaTb
3aTpygHeHve peyn 1nv NpuBoAmTL K MOBbLILLEHHOMY CIO-
HooTAeneHuto [3, 9].

[MOMMMO 3TUX Tpex OCHOBHbLIX CUMMTOMOB, MaLUeHTbI
¢ CMP Takxe coobLuanu 0 rofloBHOM 605K, rONOBOKPYXe-
HUSIX, KCEPOCTOMUMN U HEKOTOPbLIX HEBPOOrMYECKNX NPOSB-
NeHnsX, TakuxX Kak LyM B yLlax, BHe3arnHas rriyxora, guc-
harus, runoree3nsa (ocnabrieHne BKYCOBbIX OLLYLLIEHWN),
NMOHMXEHHOE UMK Ype3MepHOe NOTOOTAENEHNe nuua, cne-
30TeYeHre N HapyLLeHUs: 3peHusi, AUBEPTUKYNUT U YBEWT.
Taxke npu CMP moryT nopaxartbCsi YepernHo-MO3roBble
HepBbl, BKNOYaA TPONHUYHBIA, OOOHATENBHLIA, CIyXOBOW,
A3bIKOrMOTOYHBIN U NOABA3bIYHbLIN [4].

Tepanus CMP Ha cerogHsILLHWI OeHb OCTAEeTCs CNOX-
HOW 3ajadver n3-3a HeJoCTaTOYHO U3YHYEHHOro 3TMonaTo-
reHesa. B coBpemeHHoOM nuTepaType onucaHbl pasnunyHbie
TeparneBTUYecKe MeTobl, Kak KOHCEpPBaTUBHbIE, TaK U XU-
pypruyeckve, OfHaKo paHOOMU3MPOBAaHHLIX Wccnefosa-
HUIM He NPOBOAUSIOCH.

B kayecTBe KOHCepBaTUBHOM Tepanuu UCMONb3YHT-
Csl TOMUYECKMe U CUCTEMHbIE TTIHIOKOKOPTUKOCTEPOUHbIE
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FOPMOHbI, TONMUYECKNE NHIMOUTOPBLI KanbLUMHEBPUHA, aHTU-
6MOTVKN LUMPOKOro CnekTpa AencTBUA, aHTUManspuiHsie
npenapatbl U BUTamMuHoTepanusa. B cnydasax TopnvagHoro
TeyeHuns: 3a6oneBaHuns 1 NIoXoro oTBeTa Ha Tepanuio rnpo-
BoauTcs xennonnactuka [10].

B TO Xe BpemMs B KayecTBe OOHOr0 U3 METOAOB KOp-
peKuMmn npu aHHoM NaTonornm MoXeT 6biTb UCMNOMbL30BaH
PpaKUMOHHLIA (DOTOTEPMONNS.

®pakLMOHHBIN POTOTEPMONU3 — (PUINYECKUIN Me-
TO[, BO3LENCTBUA HA TKaHW 3pO61eEBLIM Nasepom nyTem mx
noKasnibHOro Harpesa CBETOBOW 9Heprven Ha OTAenbHbIX
y4actkax. brnarogaps cneymnansHbeIM Hacafikam nasepHbiin
nyY QenuTcs Ha nyyok mukposny4en (okono 80 Ha 1 cm?)
aunameTtpom 0,1-0,2 MM, Kaxablh U3 KOTOPbIX Bbl3blBAET
OrpaHVyeHHoe paspyLleHne KIIeTOK M BOSOKOH (Tak Ha-
3blBaeMble MUKpOTEpMUYecKMe nedebHble 30HbI). CooT-
HoLLIeHNe o6beMa NOBPEXAEHHON N MHTAKTHOW KOXWU CO-
ctasnset npumepHo 20 Ha 80%. JlokanbHoe BO34encTBme
3Heprun nasepa npu PakuUMoOHHOM poToTepMonuse
B 3HAYUTENbHOW CTENEHN CHUXAET PUCK PasBUTUA HeXe-
naTesnbHbIX ABMEHNIA, NoBbILLAeT 6e30MacHoOCTb npoueny-
pbl U 06rafaeT BbICOKUM TepaneBTUYeCKUM 3PPEKTOM.

lMocne npoBedeHns pakuMoHHOro hoToTEPMONM3a
dopmupyeTca cTonbyaras peHatypauus anvgepmuca
W [epMbl, OepMOo-3nuaepMarbHble COYNIEHEHUs paspy-
waroTcs u popmupyetcsa cybanuaepmMarnbHas LWwenb BHY-
TPU MUKPOTEPMUYECKOW NIe4e6HON 30HbI, POrOBOWN CIOW
npu 3TOM He rnospexpaaeTcsa. TepMMYecKn paspyLLeHHas
TKaHb 3aMeLllaeTcs KepaTuHouuTamu, KOTopble MUrpu-
pylOT 13 300pPOBLIX TKaHen B nepsble 24 4. HarpesaHue
TKaHew BbI3bIBaET aKTMBaLMIO 6€1KOB TEMNIoBOro LLoKa.

Benku Tennosoro LLoKa akTUBMPYIOTCS BO BCEX TUMax
KNEeTOK Npv AeNCTBUM BbICOKOM TeMnepatypbl. OHW npegoT-
BpaLLaloT HaKoMnmeHne B KrneTkax noBpexXAeHHbIX 6emKoB,
NPVHUMAIOT y4acTue B MEXKNETOYHbIX B3aUMOLENCTBUAX
NPy UMMYHHbIX peakuusax, obnagarT MpoTMBOBOCNANM-
TenbHbIM 3PdeKTOM. JlaszepHoe 06MyYeHNEe KOXWU ycu-

B MOMOLLb MPAKTUHECKOMY BPAYY / GUIDELINES FOR PRACTITIONERS

nvBaeT BOKPYr MUKPOTEPMWYECKON NleHeBHOM 30HbI 3KC-
npeccuio 6enka Hsp 70 B kneTkax anugepmuca u gepmel
(B MepvBackynsipHbIX W MNepuagHeKcanbHbIX 0651acTsX).
Takum 06pa3oM, 6enku TEennoBOro LoKa MOryT urpaTb
3Ha4YMMYI0 POnb He TOMbKO B NpoLiecce penapaunm TKaHew,
HO 1 B perynsaumMm UMMyHHoro socnanenus [11, 12].

Taknm 06pa3oM, NpUMeHeHne ppakLMOHHOro PoTOoTEpP-
mMonu3za npyu CMP mMoxeT oka3blBaTb ABONHOE TepanesTuye-
CKOe [enCcTBMe: MexaHn4yeckoe — 3a CHYeT paspyLUeHus na-
TOSIOrMYECKNX rpaHynemM u CTUMYmNALUN pemMoaenvpoBaHns
OepMbl Yepes akTeaumio prbpo6nacToB N HeOKoNareHe-
3a; NpOTMBOBOCMANUTENBHOE — 4epe3 MHAyKumio HSP70
W OpYrux perynaTtopHbIX MOMEKYs, Y4TO Croco6CTBYeT no-
OaBnNeHVI0 XPOHWYECKOro rpaHynieMaTto3HOro BocnaneHus
M YMEHbLLIEHMIO OTEKa, OCO6EHHO B MepuopansHon 06nacTtu.

3aknioyenue

HecmoTpss Ha MHOrO4YMCIIEHHbIE WCCNedoBaHWs, HO-
3onornyeckas nNpUHaOnexHocTb opodaumanbHoro rpa-
Hynemarosa, rpaHynemarosHoro xennura Muiepa
n CMP ocTtaetcsi HesacHon. CyLlecTBYIOT NpennonoXeHns
O BO3MOXHOW B3aMMOCBA3M rPaHynemMaTo3HOro Xemnu-
Ta C capkoungo3om u 6onesHblo KpoHa Ha ocHoBe O6LLMX
FMCTONOMMYECKMX NPU3HAKOB. [1oaxoabl K BEAEHWIO Takux
NauneHToB CBA3aHbI C UCKITIOYEHWEM BINSAHWS TPUITEPHbIX
(haKToOpoB M MPUMEHEHUEM Pa3MNMNYHBIX NEeKapPCTBEHHbIX
CpencTB, Kak CUCTEMHBbIX, Tak U Tonu4deckux. B nutepatype
OMMCAHO HECKONbKO BapuaHTOB Tepanuu, OOHAKO HY>XHO
OTMETUTb, YTO UX IPPEKTUBHOCTb HOCUT MHOMBUAYANbHbIN
XapakTep 1 HA OAUH N3 BapnaHTOB HEe 4EMOHCTPUPYET Nos-
HbI KNWHM4YeCcKu oTeeT. VI3 nuTepaTypHbIX MCTOYHMKOB,
a TaKxe no OMbITY HALLero KIMHNYECKOro cilyyas BbICOKYHO
3 PeKTMBHOCTb NMOKa3biBaeT KOMOMHUPOBaHHAsA Tepanus
C BHYTpMOYaroBbiM BBEOEHVEM TJIIOKOKOPTUKOCTEPOMAOB
B BMAe 3-5 npoueayp ¢ MHTepBanoMm B 2 Hefenn B co4e-
TaHUM ¢ 1cnonb3oBaHMeM pakLMOHHOro oToTepmonmaa
ap6uesbim nasepom. JJi
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TKipoBCKUiA rOCyaapCTBEHHDI MEAULIMHCKNIA yHIBEPCUTET, Knpos, Poccust
2KipoBCKMiA 06ACTHOI KNIUHNYECKMIA KOXXHO-BEHEPONOrUYecKuii aucnarcep, Kupos, Poceus
SbenoxonyHuuKas LieHTpanbHas paitoHHas 60nbHULA, benas XonyHuua, Kuposckast 06nacTb, Poccus

B cTtatbe npeacTaBneHo onnucaHne KJIMHUYECKOro criydast HOpBEXCKOM YeCOTKM y naumeHTa 36 net

€ cuHgpomom [ayHa, NpoXuBsaroLLero B NCMXOHEBPONOrM4eCKoM UHTepHaTte. [inarHos 6k ycTaHOBIIEH
BpayoM-0epMaTOBEHEPOSIOrOM Ha eXeroqHOM NepnuogmnyeckoM MeanuumMHCKomM ocMoTpe B 2009 .
Ha6ntoganock ToTanbHoe (reHepann3oBaHHOE) NOPaKeHNe KOXXHOro NoOKpoBa B BUAE 3puTpogepMmm

MU MaCCUBHbIX HACMOEHUI YeLLyeK-KOPOK B 0651aCTu Nn6a 1 BOTIOCUCTOM YacTu rofloBbl, ANCTasIbHbIX
OTOEeNOB BEPXHUX U HUXKHUX KOHEYHOCTEN. Ha KoXe TynosuLla n KOHEYHOCTEN — pacnpoCTpaHeHHbIe
nanyneaHble 311eMEHTbI, 3p03UN, THOMHO-reMopparndeckue KOpKu, aBneHus nuxeHndukauum.
BHuMaHua 3acnyxusaeTt hakT yCTaHOBJIEHHOW ro4OM paHee TUMUYHON YeCOTKU, KOTopas 4acTo MOXeT
HabnoaaTbCa B BUAE BHYTPUOONbHUYHBIX BCMbILLEK B 1IeHEO6HO-NPOMOUNAKTUYECKUX YUPEXAEHNAX
JaHHoro npodunsa. Peungue 3abonesaHns MOr HaCTyNUTb B pe3ynbTrate HeNoSIHOLEHHOro KOHTPOnsA
Tepanuu camoro 6051IbHOr0 N ero OKPY>XXeHUs — Opyrux naumMeHToB MHTepHaTa, a Takxe 6bITb
06yCcnoBfieH HeJoCTaTOYHbIMU MMIrMEHNYECKUMU HaBblkaMU U OCOBEHHOCTAMU UMMYHHOW 3aLUuUThbI
KOXM Y NaumeHToB ¢ cuHagpomom [ayHa (Takumm Kak T- n B-kneto4Has nuMmgoneHus, CHUXeHNE
cneumunyecKoro oTeeTa aHTUTEN Ha UMMYHU3aLMIo, AePeKTbl XeMoTakcuca HemTpounos,
n36bITOYHOE CBOGOAHOPaAUKaIbHOe OKMUCIIEHNE NMNO0B KNEeTOYHbLIX MeMOBpaH, reHeTUYECKU
06yCnoBneHHbIe Tpucommen 21).

Knio4yeBble CNOBa: knuHUYecKuit cnyyau; HOpBEeXCKasl YecoTKa; runepkepaTroTuieckme HacNnoeHusi; MacCcuBHble
YellyMKN-KOPKU; CUHAPOM JlayHa; MMMYHONOrn4ecknue oCoO6€HHOCTU KOXMN

KOHMNMKT MHTEPECOB: aBTOPbI AeKNapUPYyOT OTCYTCTBME SBHbIX U MOTEHUMANbHBLIX KOH(IIMKTOB MHTEPECOB,
CBA3aHHbIX C Ny6nnKaunen HacTosALLEN CTaTbu.

UcTo4YHMK (brHaHCupoBaHUS: pykonvuck NOAroTOBNEHA U OMNY6SIMKOBAHA Ha JIMYHble CPeacTBa aBTOPCKOro
KonsekTuBa.

Cornacuve naumeHTa: onekyH nauueHTa qo6poBONbLHO NoANMUcan MHOPMUMPOBAHHOE Cornacue Ha NyGnmnKaLmo
nepcoHanbHON MeQULIMHCKON MHGhopMauumn B 06e3nMYeHHON chopme B XXypHane «BecTHUK gepmaronorum
N BEHEPONOrnm»,
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Norwegian scabies in a patient with Down syndrome
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Nikolay Yu. Ryabov?

'Kirov State Medical University, Kirov, Russia
’Kirov Regional Dermatology Hospital, Kirov, Russia
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The article describes a case report of Norwegian scabies in a 36-year-old patient with Down syndrome
who lived in a psychiatric nursing home. The diagnosis was made by a dermatovenerologist during an
annual periodic medical examination in 2009. There was a total (generalized) skin lesion in the form

of erythroderma and massive scales on the forehead and scalp as well as on the distal parts of the
upper and lower extremities. On the skin of the trunk and extremities, there were widespread papular
elements, erosions, purulent and hemorrhagic crusts, and lichenification. Attention should be paid to the
fact that typical scabies was detected a year earlier, which can often occur as in-hospital outbreaks in
medical and preventive institutions of this type. The recurrence of the disease could have been caused
by inadequate control of the therapy by the patient himself and those around him — other patients in the
nursing institution — as well as by poor hygiene habits and specific characteristics of the immune defense
of the skin in patients with Down syndrome (such as T- and B-cell lymphopenia, decrease in the specific
antibody response to immunization, defects in neutrophil chemotaxis, excessive free radical oxidation of
cell membrane lipids, genetically determined by trisomy 21).

Keywords: clinical case report; Norwegian scabies; hyperkeratotic layers; massive scale crusts; Down syndrome;
immunological features of the skin
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Il AxtyanbHocTb

YecoTka — flepMaToniormyeckoe KoHTarmo3Hoe 3abo-
nesaHue, BO3HMKalLLee B pe3ynstaTe NHBa3nn 4ecoTou-
HOro knewja B anvaepMuc. B otnnumne ot kKnaccuyeckom
pacnpocTpaHeHHOM YeCOTKM, NMPU KOTOPOW Ha KOXe 4Yeno-
Beka XueT npubnuautensHo 10—15 knewien, oTknaabl-
BatoLmx 60—90 auu B TedeHne 30 gHeN, NPU HOPBEXCKON
4ecoTke WX KONIMYecTBO ucuucnaetcs Teicad4amu. Hop-
BEXCKas (KOpkoBas, KpPyCTO3Has) 4ecoTKa Bbi3blBaeTCH
runepvHeasven Sarcoptes scabiei n Hecnoco6HOCTbIO
WMMYHHOrO OTBeTa X03fiMHa KOHTPONMpoBaTb pa3MHo-
XeHne knewen [1-3]. Tyb6epkynes, caxapHbli aunabeT,
BUY-nHdpekuunsa, npueMm MMMyHOCYNpeccopoB U XUMMN-
oTepaneBTUYECKMX MNpenapatoB, a TakXe CHUXeHue
KOFHUTUBHBIX (PYHKUUIA Ha (POHE NCUXOHEBPONOruye-
CKUX NaTonorum npuBoAAT K pas3BUTUIO faHHOrO BUAa
yecoTku [1, 2, 4].

BnepBble HopBexckas 4ecoTka Oblna [OKYMeHTasb-
HO 3adwmkcupoBaHa B Hopserun y 60MbLHOMO nenpom
(C.W. Boeck n D.C. Danielssen, 1847 r.) [1, 2]. MNpencTas-
NEeHHbIe B HAy4YHOW NuTepatype KIMHU4eckne criydau Hop-
BEXCKOM 4YeCOTKM B MNofasnsioLemM 60/bLLMHCTBE OMNUCHI-
BalOT AaHHy0 hopMy akapuasa y naumeHToB ¢ CUHAPOMOM
HayHa [3, 5-7]. 9T naumeHTbl COCTaBNAT 0COBYI0 rpynny
pucka, NMOCKOSbKY Ha OOHE CHMXKEHUSA CEHCOPHBIX N KOrHU-
TUBHBIX (PYHKLMIA Y HUX HA6ofatoTCs NpobremMsbl ¢ IMYHOMN
rurneHon. Kpome Toro, cyLLecTBYIOT faHHble 06 0CO6EHHO-
CTSX CTPYKTYPbl U UMMYHUTETA KOXHbIX MOKPOBOB Yy Noden
C TpucomMmen 21, KOTopble CHUXAKT CNOCOGHOCTb K camo-
OUULLIEHMIO KOXM [8].

[unarHocTrKa HOPBEXCKOW YeCOTKM HepedKo 3anasfbl-
BaeT, TaK Kak KNnHu4yeckas KapTuHa oTnmnyaeTcs oT Krac-
cu4eckon popMbl 3aboneBaHuns: BMECTO TUMMYHOIO 3ypa
Ha nepBbIf NNaH BbIXOAAT BbICbINAHUSA C rMNepKkepaToTu-
YeCKUMW HacrnoeHusammn [2—4, 9]. DTo NpMBOAUT K ANUTENb-
HOMY MEePCUCTUPOBAHMIO UHADEKLNU U YBENUYEHUIO pUCKa
BHYTPUOGONBHUYHBIX BCTbILLEK, OCO6EHHO B cTauuoHapax
NCUXMaTpPN4EeCcKoro M MCUXOHEBPOOrMYECKOro npoduns
[6, 10, 11]. lNMoHUMaHWe OCO6EHHOCTEN TeYeHUs HOPBEX-
CKOW 4YeCOTKM y NnaumeHToB ¢ cuHapomom [ayHa umeet
BaXKHOe 3HaYeHWe Ans Bpaden-gepMaToBeHeposioros, MH-
dheKuMoHNCTOB 1 Bpaden obLuen npakTukn. CBoeBpeMeH-
Hasa AMarHoCTMKa U leYeHne He TOMNMbKO yryHLiatoT MPorHo3
ONA KOHKPETHOro rnaumeHTa, HO W npefoTepallaloT anu-
Jemuonorn4eckue nocnefacteus [2]. B HacTosiwen ctatbe
npeacTaBneH KIMMHUYECKUIA Crlyvan HOPBEXCKOW 4eCOTKU
y naumeHTa ¢ cmHapomom [layHa.

Onucanue cnyyas

AHamHes. lMauuenty [O. 1973 r.p., npoxusawoLlemy
B KOIBYCO «KnuMKoBCKMIA JOM-UHTepHaT» B M. Knum-
koBka Kuposckon obnactu, B 2009 r. npu nepnogn4eckom
MeOMLIMHCKOM OCMOTpe NpefBapuTenibHO NocTaBneH ava-
FHO3 «HOPBEXCKas YecoTKa», 6bI/T 0O6HAPY>KEH YeCOTOYHbIN
knewy B cocko6e ot 10.06.2009, 4To NOATBEPAMIIO ANarHo3.

BrnepBble guarHos «4ecoTka» Obil  NocTasneH
Ha eXerogHoM npounakTM4eckom MeanUMHCKOM OCMO-
Tpe B 2008 r. Bble3gHbIM Bpa4oM-fAepMaToBEHEPOSIOroOM.
CornacHo [eliCTBOBaBLUMM KIMHWYECKMM pekoMeHZauu-
SIM Ha3Ha4yeHo 3TMOTPOMHOE fevYeHne — IMyrnbCUs GeH-
3nn6eHsoaT 20% B 1-e n 4-e cyTkM nevyeHuns. PekomeHpao-
BaH KOHTPOJIbHLIA OCMOTP BpayoM-fiepMaToBEHEPOSIOroM
B LIPB. MNpwn onpoce oneKkyHOB 6051bHOIr0 BLISICHEHO, YTO MO-
crle NPOBEMEHHOro NeYeHnst K Bpady-aepmaToBeHeposnory
He obpaLLlanmcb, COCKO6 Ha 4eCOTOYHOrO KreLla He 6panu.

T. 101, Ne 5, 2025

HABMOOEHNE N3 MPAKTUKN / CLINICAL CASE REPORTS

Moxoxue cMMnTOMbI Ha6NAANUCL Y APYrUX NOAOMNEYHbIX
MHTepHaTa.

Peungne 3ab6oneBaHusi B 9TON CUTyaLUMU MOXET ObITb
CBA3aH C pevHdeKLmen oT cocefert Mo KOMHAaTe unu 6biTb
pesynsTatoM HeOCTaTOYHOro fieYeHUs U OTCYTCTBUSA KOH-
Tponsa Tepanuu B 2008 T.

M3 aHamMHe3a XW3HU: He >XeHaT, NMONOBOW XWU3HbIO
He XMVBET, B CBA3W C [uarHo3oM «cuHgpom [ayHa»
npoxueaeT B cneuvannu3npoBaHHOM [OMe-UHTepHaTe
B n. KnumkoBka. Co CrnoB ONeKyHOB: BpeaHble MPUBbIY-
KW, nepenvBaHne KpoBu, ornepaTMBHbIE BMeLLaTenbCTBa,
XpOHUYecKkue 3aboneBaHus, anneprudeckne peakuuu,
HEenepeHOCUMOCTb NEeKapCTBEHHbIX CPEACTB, BUPYC UM-
MyHogeduumTa 4Yenoseka (BUY), Tybepkynes, renartu-
Tbl A, B, C, oCcTpble KULEeYHble MHDEKLNN, MaNAPUS, KOPb,
paHee nepeHeceHHble NHeKUMN, NepeaBaemMble Moso-
BbIM NyTEM, OTCYTCTBYIOT.

lMepeHeceHHble 3aboneBaHUs: OCTpble pecnupaTop-
Hble BUPYCHble MH(EKLMU, BETPSHAA ocna.

MecTHbIN cTaTyc. [aTonorn4eckumii KOXHbIN npoLecc
pacnpocTpaHeHHbIW, CUMMETPUYHBLIA,  BOCMANUTENbHO-
ro xapakrepa. Ha koxe néa v BonoCUCTOM YacTU ronoBbl
pacnonaratoTc MacCUBHbIE HACNOEHUS YeLLyeK-KOPOoK ce-
poBaTto-6yporo useTa TOMAWMHOM A0 1 CM, UCNELLPEHHbIe
60MbLUMM KONMMYECTBOM FNYOOKUX TPELUUH, 3amnofHEHHbIX
Cepo3Ho-remMopparmyeckum otgensiemeiM (puc. 1, 2). Ma-
TOMOrMYeCcKUin NpoLecc BU3yanbHO HaNOMUHAET NaHUMpb.
[Mopo6Hble TONCTbIE YELLYNKU-KOPKU HabMofdalnTea Takxe
B 06/1aCTV NIEBOrO 3anscTbsl, KUCTEN 06EnX pyK 1 CTOM.

MoMMMO 3TOro, B TEMEHHOW U MoA3aTbIIOYHON 06-
nactax uMerTca O6LIMPHblE KpoBOTOYaLLMe 3po3nu,
obpasoBaBLUMECs B pe3ynbrate CaMOCTOATENbHOro Me-
XaHU4ecKoro yganeHus kopok (puc. 3). Koxa nuua rune-
peMunpoBaHa, MHPUNETPUPOBAHA C HACNOEHUEM Yellyek
(c™m. puc. 1, 2).

B o6nacTtn BepxHer YacTu CruHbI 1 3aHEeN NOBEPXHO-
CTU LWen Ha (PoHe 3aCTOMHOM runepemMun 1 nuxeHndunka-
MM Ha6noaaTCA MHOXECTBEHHbIE CIMBHbIE ManynesHble
3f1EMEHTbI, MECTaMUN NOKPbITbIE XENTOBATO-CEPbIMU KOPKa-
Mu. OTMeYaroTCs NoNoXMTENbHbIE CUMNTOMbI Muxaanuca
(nanyrnbl, 3KCKOpUaLmm u remopparn4eckme KOpku Ha Koxe
KpecTuoBon obnactu), Cesapu (nanbLnatopHo onpepense-
Mble BO3BbILLAKOLLMECA 4eCOTOYHble xonbl), Apau—-lopya-
KoBa (FHOMHO-remMopparMyeckne KOpKM Ha pasrubaTterb-
HOW MOBEPXHOCTU JIOKTEBLIX CYCTaBoB) (puc. 4). HorteBbie
NNacTUHbl KACTEN U CTON — C SBMIEHUSMU MOAHOITEBOr0
rmnepkeparosa, rps3HO-XeNToro LpeTa, CBOOOAHLIN Kpar
n3befeH (puc. 5, 6).

JledeHue. MNaumeHT nonyyan Tepanmio No MecTy Npeobbl-
BaHWs B JOMe-UHTepHaTe. B KayecTBe KepaTonuTUYECKOro
cpeacTBa HasHadeHa 10%-2% cepHo-canvumnoBas Masb
YTPOM B TeYeHue 7 OHeW. DTUOTPOMHOE JIeHeHME SMYnb-
cuen 6eH3un6eH3oatr 20% Ha 1-e 1 4-e cytku. Ona npo-
(PUNaKTUKN BTOPUYHOrO MHUUMPOBaHUA MpoBoauNnach
0o6paboTKa o4aros v aKCKopuaumin pactsopom dykopLuHa,
uedTpunakcoH 1,0 /M 1 pas/aeHb B TeveHue 5 cyTok.

Ha 7-e cyTku (Nnocne OTXOXOEHUS KOPOK) Havan nosny-
yYaTb fleYyeHne TOMbKO ckabuumpgamu: SMynbcus 6eH3un-
6eH30aTa 20% 1-11 u 4-11 feHb no cxeme [12—-15].

B pesynbraTte ne4veHus y3enkoBble dneMeHTbl paspe-
LUWMNUCb, OCTaBUB HE3HAYUTENbHYIO FUMNeprnurmeHTauuio,
3pO3UN  SMUTENNIUPOBANUCH, YELLUYNKU-KOPKU OTOLLAN.
HorTeBble NNacTUHKM KUCTEN 1 cTon 06paboTaHbI.

lMocne wanevyeHUss pPeKOMEHOOBAHO WCMNOMb30BaATb
3MOSIEHTbI, CpefAcTBa C MOYEBMHOW, LepaMmuvgamu, He-

BecTHuK gepmaTonorumn n BeHeponorun. 2025;101(5):100-106 W
Vestnik Dermatologii i Venerologii. 2025;101(5):100-106 W
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Puc.1. PacnpocTpaHeHHbIi KOXHbIA NPOLECC, MACCIBHBIE HACIOEHNS YeLLlyeK-
KOPOK CepoBaro-0ypora LIBeTa Ha KOXe /102 v BOMIOCUCTOI YaCT)A ronoBb

Fig. 1. A common skin condition characterized by massive grayish-brown scales
on the forehead and scalp

Puc. 2. MaccusHbIe YeLUyKI-KOpKKM CepoBaTo-0yporo LIBETa C ry60KMMI TPELL-
HaMV 1 3pO3NAMI HA KOXE LA 1 BOMIOCKCTON 4YaCTi rosoBbl

Fig. 2. Massive grayish-brown scales with deep cracks and erosions on the skin of
the face and scalp

Puc. 3. O6LumpHbIe KpOBOTOHALLME 3DO3NM B NOA3ATHIN0YHONA 0611ACTH, MHO-
KECTBEHHbIE CIIMBHBIE NaMy/E3HbIE 3IEMEHTbI HA KOXE BEPXHEN 4aCTy CUHbI

11 337HeiN MOBEPXHOCT LEN, MOKPBITBIE XeETOBATO-CEPbIMU KOPKaMI

Fig. 3. Extensive bleeding erosions in the suboccipital area, multiple confluent
papular elements on the skin of the upper back and the back of the neck, covered
with yellowish-gray crusts

B BecTHuK fepmaTtonorum n BeHeponoruu. 2025;101(5):100-106

B Vestnik Dermatologii i Venerologii. 2025;101(5):100-106

Puc. 4. MHoXecTBeHHbIe nanyribl 1 3KCKOpuawyin B 061acTin KpecTLa (Monoxm-
TeSbHbIA cumMnToM Muxasnuca)

Fig. 4. . Multiple papules and excoriations in the sacral area (positive Michaelis
sign)

Vol. 101, Iss. 5, 2025
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Puc. 5. HorTeBble nnacTuHbl KUCTEN ¢ SBNEHUAMI NOJHOITEBOrO r1UnNepKeparoaa,
TPSAHO-KENTOrO LIBETA, CBOOOAHbIN Kpail N3beaeH

Fig. 5. Nail plates of the hands with subungual hyperkeratosis and of dirty yellow
in color. The free edge is eroded

3aMEHNMbIMU  XUPHBIMKU  KUCIoTamu, dhocdonmnuoamm
ONg ycTpaHeHus runepkeparosa, CyXOCTW, YCUMeHUs 3a-
LWuTHOro 6apbepa Koxu [2, 10, 13—15].

O6cyxpeHune

HopBexckas 4YecoTka 4alle BCero BcTpevaercs y na-
LMEHTOB C UMMyHoOedULNTAMWN, PacCTPOUCTBAMWN KOMHU-
TUBHOM N NCUXNYECKOWN CIEPDLI, C COMYTCTBYHOLUMMWN XPO-
HUYECKMMM [epMaTo3aMu, a Takke HEeBPOSIOrMYecKUMU
3aboneBaHvsaMM, COMPOBOXAALMMUCA  HapyLLUEHUSIMU
60neBOW, TAaKTUIILHOM U OPYruxX BUOOB YyBCTBUTENIBHOCTU
[16, 17]. B paHHOW cTaTbe Mbl NOMbITANIUCL YCTAHOBUTb
NPWYUHBLI NPeapacrnosioKEHHOCTU K Pa3BUTUIO HOPBEXCKOMN
YeCOTKU Yy NaumeHToB ¢ cuHapomoM [dayHa.

MmetoTcs orpaHuYeHHble faHHbIE O FEHETUYECKUX aHO-
Manusix, BTOPUYHbIX MO OTHOLLEHMIO K TpucomMum 21-in xpo-
MOCOMbI U BAVSIOLLUMX HA MMMYHHYIO CUCTEMY, Hanpvumep
O BO3MOXHbIX MOCNEeACTBUSAX CBEPXIKCMPECCUN T[EHOB,
B nepsyto ovepeab SOD1 n RCANT [18]. AHomanun nm-
MYHHOW CUCTEMbI, CBA3aHHbIE C CMHAPOMOM [layHa, BKIo-
YaloT NErKyto UM ymepeHHyto T- n B-kneTo4Hyto numdpone-
HUIO C BbIPAXXEHHbIM CHWKEHMEM KOJIMYECTBA «HaMBHbIX»
NMM@OLIMTOB, HapyLleHWe MUTOreHUHOYLMPOBaHHOM Mpo-
nndpepaunn T-KNEeTOK, CHUXEHWE crneundunyeckoro oTeeta
aHTUTEN Ha UMMYHU3aUMIO U OedeKTbl XeMoTakcuca Hen-
TpochmnoB. ECTe NpeanonoxeHns, YTO BTOPUYHBIA MUMMY-
HoOeMUUUT MOXeT 6biTb O06YCNoBeH MeTabonnM4yeckumm
VNN anuMeEHTapHbIMKU (hakTopamu, B 4acTHOCTM Aeduum-
TOM umHKa [19].

Ceepxakcnpeccus reHa SOD, perynupyioLLero mera-
60n1M3M CBOOGOAHbIX paaMKarnos, pacrofioXXeHHOro Ha Xpo-

Puc. 6. HorteBble nnacTitHbl CTON ¢ SBNEHNAMI NOAHOTTEBOr0 r1nepKeparosaa,
IPSIHO-KENTOrO LIBETA, CBOOOAHBIN Kpail U3befeH

Fig. 6. Nail plates of the feet with subungual hyperkeratosis and of dirty yellow in
color. The free edge is eroded

MocoMe 21, sBnaeTcsa cneicTsuem TpucoMmm 21, 4to npu-
BOOUT K U36bITOYHOMY 06pa30BaHMIO NEePeEKNCU BOAOPOAA,
BbI3bIBaKOLLIEN BbLICBOOOXAEHWNE LIMTOTOKCUYECKUX MMApo-
KCUIIbHBIX pagukanos. 370, B CBOK o4epedb, Bbl3biBaeT
OKUCIMEHMe NNMUAOB KNETOYHbIX MeMOpaH, N3MeHsAs CTPYK-
TYpY v dOyHKUMM Koxu [18, 19].

Koxa npu cvHpgpome [ayHa nofaBepxeHa npexpe-
BpeMeHHOM aTpoumu, B peadyrnbsTaTe 4ero oHa CTaHoOBUTCA
Cyxou, cnaboa3nacTu4Hom, CKIIOHHOW K TpaBmaTu3auuu
[18—22]. CoyeTaHMe MMMYHHOW N FeHeTUYEeCKOn aespe-
rynsumMmM npuvBOAUT K MOBbLILLEHHON BOCMPUUMYUBOCTH
K 6aKTepunanbHbIM, rpMO6KOBbLIM 1 NapasuTapHbIM NHpEK-
LMaM, B TOM Yucne K 4yecoTke [21, 22].

3aknioyenue

CrepyeT OTMETUTb, YTO HOPBEXCKAas YecoTKa Kak pef-
Kas 1 Tsxenaa doopma capKonTO3HOM WMHMEKUMM 4acTo
pasBuBaeTCA y NauMeHToB C BbIPaXXEHHbIMU UMMYHOSIO-
rMYeckKuMn HapyLleHusamu. Y nofgen ¢ cuHgpomom [layHa
CKIIOHHOCTb K OCnabneHnio UMMYHHOW 3alLMTbl KOXU, 06-
YCNOBIeHHas reHeTUYEeCKUMU U CUCTEMHBLIMU N3MEHEHUA-
MU, MOXET uUrpaTtb KIoYeBylo porb B NpeapacronoXeHHo-
CTU K 3TOM naTonoruun. HapylueHus 6apbepHoOn yHKLUMM
KOXW, a Takxe gucbanaHc MMMYHHOro oTeseTa cosfaroT
6naronpusiTHble YCNoBus AN HEKOHTPONUpyemoro pas-
MHOXeHUWS Knewla S. scabiei, YTO 1 NPUBOAUT K Pa3BUTUIO
TSXKENOM KIIMHWYECKON KapTuHbl. MNMoHMMaHue 3TOW CBA3U
noJyepkMBaeT BaXKHOCTb paHHeh [MarHOCTUKU M KOM-
NIEKCHOro noaxoaa K nevYeHno HOPBEXCKOM YeCOoTKM Y na-
LMEHTOB C cMHApoMoM [layHa, BKIto4asi yKpernneHme Kox-
Horo 6apbepa 1 ummyHHo dyHkumn. i
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O3AHHUI KAPAHOBACKYAAPHBII CU(DUANIC

© Paxmarynuna M.P., Katynu .J1., Mnaxosa K.1A.*, Bacunbes M.M.

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

HauuHasa ¢ 1998 r. B Poccuinckon ®egepayunm Habnwo[anock eXeroqHoe CHUXeHue 3a601esaeMocTu
cudmnmncom, ogHako B 2021 1 2022 rr. 6bIn 3aperncTpupoBaH pocT 3a601eBaeMoCT MO OTHOLLEHUIO
K 2020 r. — coOTBETCTBEHHO Ha 38 1 30%. Kpome Toro, BrnepBbie 3a MHOIONETHUIA Nepuog,
3a60neBaeMoCTb N034HMM cudpmnmcom (8,0 cny4asn Ha 100 TbiC. HACENEeHUs) NpeBbICcKnIa
3ab6oneBaeMocTb paHHuMn bopmamm (7,2 cnyyas Ha 100 Teic. HaceneHus). B ctatbe npeacTasnex
KJIMHWYECKMWIA Cry4Yan No34HEero KapamoBacKynspHOro cudmnmca, BbISBAIEHHOIO Y NauneHTa, paHee
Nofy4MBLLEro neyeHre no nosoay 3abonesaHns. OCHOBaHMEM M1 NOCTAHOBKM AuarHo3a no3gHero
KapamoBacKyNspHOro cudunuca nocny>Xwnm gaHHble aHamHesa, KINMHMYeCKoro o6cnenosaHus,
pesynkTaTbl CePOIOrMYEeCKOro NccnefoBaHnsa KPOBU U MHCTPYMEHTAlbHbIX METOA0B AMArHOCTUKMW:
YyNbTPa3ByKOBOIro TPAHCTOPaKabHOro UCCefoBaHusa cCepaLua, MynbTUCNNpPanbHOM KOMMbIOTEPHOM
TOoMOrpaum — naHaopTorpadum rpyaHoro 1 6poLWHOro otaena aopTtol. Y nauneHTa yCTaHOBMEHbI
HeJoCTaTOYHOCTb aopTasibHOro, MUTPasibHOro 1 TPUKYCNUOANbHOro KnanaHoB, paclumpeHme
BOCXOfsALLEero otgena v gyru aopTbl, aHeBpU3Ma HUCXOAALLEero oTaena rpygHon aopThl, pacLumpeHune
6paxuouedanbHOro CTeona, NpaBon 06LLE COHHOM apTepun U NPaBon NOAKSIIOUYNYHON apTepun,
uemMmyeckas 6ornes3Hb cepaua, CTEHOKapAus HanpskeHusl, napokcuamarnsHas dopma pudpunniauum
npegcepavn, kapgunomeranus. lNauneHty nposefeHo cneunduyeckoe neveHme no cxeme nNo3gHero
KapamMoBacKysipHOro cudunuca, a Takxe XMpypruyeckoe fiedeHne nopoka aoprasnbHOro KanaHa

W aHEeBPU3Mbl HACXOASALLEro oTAena rpygHon aopThbl.

Knio4yeBble CNOBA: KNUHMYECKMIA clyyai; NO3AHWUIA KapAUOBACKYNAPHbIN CUMANC; aHeBpM3Ma rpyaHoro oTaena
aopTbl

KOHMNUKT MHTEPECOB: aBTOPbI AeKNapupytoT OTCYTCTBME SBHbIX U NMOTEHUMaNbHbIX KOH(DIIMKTOB MHTEPECOB,
CBfI3aHHbIX C Ny6nnkKaumen HacTosiLLen ctaTbu.

MNCTOYHMK hMHAHCUPOBAHMS: pyKONUCh MNOArOTOBNEHA B paMKaXx BbIMOSIHEHWs! rOCYAapCTBEHHOro 3afaHns
OreY «MHUOK» Munagpasa Poccumn Ne 056-00005-25-00 Ha 2025 r. 1 Ha nnaHoBbIn nepuopg 2026 n 2027 rr.

Cornacwve naumeHTa: naumeHT [O6POBOSLHO NOANMCaNn MHPOPMUPOBAHHOE Corflacue Ha Ny6mKaumio
nepcoHanbLHoOM MeguLMHCKON nHdopMaLmm B 06e3nnyeHHon hopmMe B XypHane «BecTHUK gepmaTonoruu
1 BEHEPOSIormm».

Ona untuposaHus: PaxmatynmHa M.P., KatyHuH [J1., Mnaxosa K.W., Bacunbee M.M. Mo3gHuit
KapamoBacKynapHbI cudununc. BecTHuk gepmatonorum n seHeponorun. 2025;101(5):107-114.
DOI: https://doi.org/10.25208/vdv16932 EDN: gfysug
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Late cardiovascular syphilis

© Margarita R. Rakhamatulina, Georgiy L. Katunin, Xenia I. Plakhova*, Mikhail M. Vasiliev

State Research Center of Dermatovenereology and Cosmetology, Moscow, Russia

Since 1998, there has been an annual decrease in the incidence of syphilis in the Russian Federation;
however, in 2021 and 2022, the incidence increased, compared to 2020, by 38 and 30%, respectively.

In addition, for the first time in many years, the incidence of late syphilis (8.0 cases per 100,000 population)
exceeded the incidence of early forms (7.2 cases per 100,000 population). The article presents a

case report of late cardiovascular syphilis in a patient who had previously received treatment for the
disease. The diagnosis of late cardiovascular syphilis was based on the patient’s medical history, clinical
examination, serological blood tests and instrumental diagnostic methods, including transesophageal
echocardiography and multispiral computed tomography, i.e., panarthrography of the thoracic and
abdominal aorta. The patient has aortic, mitral, and tricuspid valve insufficiency, dilation of the ascending
aorta and aortic arch, aneurysm of the descending thoracic aorta, dilation of the brachiocephalic trunk,
right common carotid artery, and right subclavian artery, coronary heart disease, angina pectoris,
paroxysmal atrial fibrillation, and cardiomegaly. The patient received specific treatment for late
cardiovascular syphilis as well as surgical treatment for aortic valve disease and descending thoracic aortic
aneurysm.
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M AxtyanbHocTb

3a nocnegHve apa gecsatuneTtusa B Poccuiickon depe-
paumn exerofHo Habnoganock CHMXeHWe 3abonesaemMo-
CTU cudmnnmncom, ogHako B 2021 1 2022 rr. 6b11 3apermcTpu-
poBaH ee pocCT Mo OTHoLwleHuIo K 2020 r. COOTBETCTBEHHO
Ha 38 n 30% [1]. Kpome Toro, Briepsble 3a MHOrONETHWU
nepvof 3aboneesaemMocTb No3gHUM cudmnmcom (8,0 cny-
Yyas Ha 100 TbiC. HaceneHus) nNpeBbicMna 3a6oneBaeMocTb
paHHuMKn dhopmamu (7,2 cnydas Ha 100 TeiC. HaceneHus),
a B ofLlen CTpykType 3aboneBaeMoCTW yCTaHOBUNACb
TeHOEeHUMs K pOCTY Yucha cnyvaes Herpocudunuea v Kap-
anosackynsipHoro cucunuca. B 2012-2022 rr. yucno 3a-
perncTpuMpoBaHHbLIX Criy4aeB MO3[HEro Hempocudunmca
BapbupoBano ot 189 go 1263, no3gHero kKapanoBackynsp-
Horo cudunuca — ot 41 go 207. PocT 4mcna 605bHbIX CU-
PUIMCOM C NO3AHMMU MOPAKEHUAMN HEPBHOWM M CEPAEYHO-
COCYAUCTON CUCTEM MOXHO OOBSACHUTL BLICOKMM YPOBHEM
3ab0eBaeMocTV paHHUMU chopmamm cudmnmca B nocnen-
Hee fecaTuneTue NpoLUnoro seka [2].

MopaxkeHns ceppAe4HO-COCYAUCTON CUCTEeMbl MOryT
pasBuTbCA Ha nobor ctagum cudpmnmca. OgHom M3 Hau-
6onee 4acTbiXx (POPM paHHEro KapAuoBacCKyNspPHOro cu-
dunuca asnaeTca cuunUTUYeckuin mmokapaut. Mo mepe
nporpeccmposaHnsa 3aboreBaHnsi BO3SMOXEH Nepexop, TOK-
CUKO-MHDEKLUMOHHOIO mpoLuecca Ha 3HOO- W Nepukapp,
a TakxXe Ha HavanbHbI OTAeNn BOCXOAALLEN 4YacTu aopThl
C 3axBaToOM MPOKCUMArbHbLIX Y4aCTKOB KOPOHapHbLIX apTe-
pyiA, 4TO MOXET NPUBOANTL K HAPYLLIEHNIO BEHEYHOro Kpo-
Boo6paLleHns muokapga [3, 4]. o nutepaTypHbIM AaH-
HbIM, KapanosacKynsapHbeii cudunmc coctasnset 90—94%
cfly4aeB BCEX CUMUINTUYECKUX MNO3OHUX BUCLIEparnbHbIX
naTonorum, n3 Hux éonee 4em B 90% cnyyaes pa3BuBaeT-
csl cneunuryecknii aopTuUT, KOTOPBIN MOXET OCIIOXKHATLCS
CTEHO30M YCTbEB KOPOHapHbIX apTepui, HeJoCcTaToO4HO-
CTbi0 aopTasibHOro KnarnaHa, aHeBpu3Mon aopTbl. B 70%
cfy4aeB cudunuTMyeckas aHespuama  JloKanuayeTtcs
B BOCXofsLleM oTtaene aoptbl, B 20% — B o6nactu gyru
aopThbl U HUCXOAsLLEro otaena aoptbl U nuwb B 10% —
B OplolwHOM aopTe. 3a nocrnegHee [ECATUNETUE YUCIIO
aHeBpM3M MO OTHOLLEHUIO K O6LLeMy Yuciy cudpunutmnye-
CKMX aOpTUTOB BO3POCIIO (Y MY>X4MH aHeBPU3MbI BCTpeYa-
toTCA B 5 pas yalle, YeM Yy XeHLuH) [4, 5].

Mpu cBOEBPEMEHHOM BbISIBIEHUN U NPOBEAEHUN CNeLu-
hnHecKoro neyeHusi Ha paHHUX CTaauax KapamoBacky-
nApHOro cudmnmuca NporHo3 3aboneBaHusi, Kak npasuso,
6naronpusATHbIi. OOHAaKO paHHAs OMarHOCTUKa 4acTo 3a-
TpyAHEHA B CBSI3W C MOCTEMEHHBIM U ManoCUMMNTOMHbLIM
pasBuUTUEM CUPUITUTUHECKOrO MOopaxeHus cepaua u co-
Cy[doB, a TakXe CXOACTBOM KIIMHMYECKOM CUMMTOMATUKU
c apyrumn nartonorusmu [4, 6]. Npo6nembl CBOEBPEMEH-
HOro pacrnos3HaBaHWa KapauoBacKynapHOro cudunuca
akTyalnbHbl He TONMbLKO AN1A Bpaven-fepmMaTtoBeHeposioros,
HO N ANna BpaYen-kapamnonoros, TepanesToB, a B OTAeNb-
HbIX Cny4asx U HEBPOJIOroB, TaK Kak Hepeako oTMevaeTcs
coyeTaHve OBYX NO3OHUX POpM — KapAMOBaCKyNsipHOro
cudunmnca v Herpocudpumnuca.

Onucanue cnyyas

MaumeHT ®. 60 NeT No CKOPON MeAMULIMHCKOM MOMO-
WM rocnuTanmMavMpoBaH B KapaMONOrn4eckoe OTAeNieHne
FBY3 N'KB Ne 67 um. J1.A. Bopoxo6osa [O3M c xanobamm
Ha cnabocTb, ofbllLKy, 601 B 0o6nactu cepaua gassiie-
ro xapaktepa. Co cnoB nauueHTa, OaHHyl0 CUMMTOMAaTUKy
OoTMeyvaeT B Te4deHue 1,5 roga, 3a BpayebHOM NMOMOLLbIO
He obpaLuancs. lNocnegHve 3 Hegenu ycununack OfAbILLKa,
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y4actTunmcb 6onv B obnactu cepgua, npu 3ToM nauueHT
npogorkan paéotatb (BOQUTENb rPy30BOIr0 aBTOMOOUNSA).

Ha anekTpokapavorpamme — onépunnaumsa npeacep-
OWIA C HaCTOTOW XXeNyao4KOBbIX COKpaLleHuii 168 ya./MuH.
Mo AaHHLIM KOMMBLIOTEPHOM TOMOrpadvv OpraHoB rpyaHom
KNeTKN KapTuHa 6e3 CBEeXMX 04aroBbiX N MHAUNLTPATUB-
HbIX M3MEHEHWU B Nerkux. BpoHxuT. Omduzema nerkux.
Ouarn ynnotHeHuns B npaBoM fierkom. MNMHeBmMoCKnepoTu-
YecKne U3MeHeHus1 nerkux. [1ByCTOPOHHWUIA rMapoTOopaKkc.
[aHHbIX 32 TPOMOBO3IMOONMIO NErOYHOM apTepumn HerT.

Mo paHHbIM  MYNBTUCAMPAanbHOW  KOMMbIOTEPHOM
TOoMOrpacun — naHaopTorpadum rpygHoro n 6proLu-
HOro oThena aopTbl: MMOTHOE KOHTpacTUpOoBaHWe aop-
Tbl M ee BETBEWN, CTEHKU aopTbl YTOJLEHbl, C o4Yaramu
KanbuuHo3a. pyaHas aopTta: pa3Mepbl aopTbl Ha YpoB-
He PU6pPO3HOro KonbLla — 28,9 MM, Ha YPOBHE CUMHYCOB
BanbcanbBbl — 0o 39 MM, Ha YPOBHE CUHOTYOYNsipHOro
coeanHeHus — 0o 38 MM (criaxkeH), BocxoasaLLmii oTaen
aopTbl Ha YPOBHe CTBOMA NIero4Hon apTepun — Ao 44 Mm.
Hyra aopTbl pasmepoM nepepn 6paxunouedansHbiM CTBO-
nom — fo 49 MM, Mexpay yctbamu 6paxuouedarnbHoro
CTBOMa U neBon obLen COHHOM apTepum — A0 48 MM,
MexXay yCTbAMU N1eBOW O6LLEN COHHOM apTepun 1 Nesown
NoAKNIOYNYHOM apTepum — o 48 mm, cpasy nocrne rne-
BOW MOAJKIIOYMYHON apTepun oTMedaeTca pacluMpeHue
nepetuerika aopTbl o 68 MM C NPUCTEHOYHBLIM TPOMOMU-
poBaHuemM npoceeTa (pasmep npocseta — 50 mm). lMpo-
TAXEHHOCTb pacLUMpPEHUs NepeLLernka u HAXHero otaena
aopTbl — 148 MM C MakcMMarnbHbIM HapyXHbIM Auame-
Tpom 80 MM, npocseT — 49 MM. pnUCTEHOYHO OTMevaeT-
CSl NPAKTUYECKN LMPKYNAPHBLIN TPOMO TOMLLMHON MaKCU-
MasibHO A0 19 MM, JOCTOBEPHbLIX NPU3HAKOB pacciioeHus
WHTUMbI He BbiaBneHo. BpaxunouedarnsHble apTepum ns-
3a yAJsIMHeHUs ayru aopThl CMeLLieHbl Knepeau: 6paxuolie-
hanbHbLIN CTBOM pacluMpeH Ao 26 MM, Ha YpOBHe fileneHuns
Ha rnpaBylo O6LLYIO COHHYIO apTepUIo 1 rMpasylo MOAKIIO-
YNYHYIO apTepuio oTMe4aeTcsl paclumpeHue o 32 Mm
(NpocBeT ycTbs NpaBov 06Len COHHOM apTepun — 15 MM,
pa3mep yCcTbsi NPaBoW MNOAKIIYNYHON apTepun — 19 Mm)
C LUMPKYNAPHbLIM NPUCTEHOYHBIM TPOMOOM (CTEHKA B 3TOM
MecTe yTonuieHa o 3,3 MMm), LUMPKYnsSpHbIA TPOoM6 pac-
NPOCTPaHAETCA Ha MpaBylo OOLLYI0 COHHYIO apTepuio
(NpoTsiXeHHoCTb — 32 MM), AMameTp yCTbs NpaBow 06-
e coHHon aptepun — 30 MM, npoceeT — 14 MM, fanee
pa3mep ycTbsi NpaBon 06LLe COHHOM apTepun — 13 Mm.
Pacwunpenne 6paxuouedansHoro cteona caasnvsaeT
npasyto 6paxuouedanbHylo BEHY W MpaBylo SPEMHY!IO,
4YTO, BO3MOXHO, HapyLlaeT OTToK. JleBasa obLiaa coHHas
aptepus — 13 MM, nesas nogknYMyHas aprtepus —
13 MMm. BplowHasa aopTa: pasMepoM Ha YpOBHE YCTbA
YPEBHOro apTepuarnbHOro cresona — 26 MM, Ha YpoBHe
yCTbs 6pbIXXEeYHON apTepun — 24 MM, Ha YPOBHE YCTbs
no4veyHblx apTepuin — 20 MM, B MHpapeHansHOM oTae-
ne — 24 MM (HECKONbKO paclLuMpeHa), B TepMUHANbHOM
otgoene — 18 mm. O6LLMe NoaB3A0LLHbIE apTepUn He pac-
wupeHsl — o 11 MMm. BHyTpeHHsa noasapollHas apre-
pus cnesa: 0OTMeYaeTCs BbIpaXXeHHOoe CyXeHue rnpocseTa
Ha MpoTsXeHun 17 MM 3a cYyeT GnALKK, AnameTp npo-
cBeTa — J0 1-2 MM (BbIpaXeHHbIN CTEHO3), Hapy>XHbIA
anameTp — 14 mm. CpepgocTeHune: onpegenstoTcs yBenu-
YeHHble NuMdaTn4eckme yanbl B 060UX KOPHAX NErkux.
Ceppue: pacnonoXeHo TUMUYHO, HECKOSbKO YBENUYEHO
B pa3mepe. [Nepukapp ynnoTHeEH, B KapmaHax nepukapaa
onpepenseTca He6osbLIOE KONMMYECTBO XUAKOCTU. B 060-
WX NnesBpa’sibHbIX MOMOCTAX OTMEYaeTCs XUAKOCTb.
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Puc. 1. KomnbrotepHas Tomorpacis natuerta ®. — aHeBpuamMaTuyeckoe
PACLUMPEHWE Ay 1 HUCXOASLLEro OTAENA A0PThl C MPUCTEHOYHBIM TPOMOO3OM,
pacLUMpeHme bpaxuoLedanbHoro CTeoNa 11 NPaBoil 06LLEN COHHOIA apTepuiA
Fig. 1. CT scan of patient F. — aneurysmal dilation of the arch and descending
aorta with parietal thrombosis, dilation of the brachiocephalic trunk and right
common carotid artery

3aknoyeHre: aHeBpu3mMaTn4ecKoe pacLuMpeHne gyru
N HUCXOASLLEero oThaena aopTbl C NMPUCTEHOYHBLIM TPOMOO-
30M, paclumpeHve 6paxuoLedansHOro cTeona v npasou
o6LLet COHHOM apTepuun, aTepoCcKNepos aopThl, CTEHO3 fle-
BOW BHYTPEHHEN NoAB3[0LLHON apTepum (puc. 1).

Mpu nnaHoBOM mMccnefoBaHUN KPOBU BbISIBIEH MOMO-
XWUTENbHbIA pe3ynbTar Ha cudunuc (pesynstaT uccnego-
BaHWS He NpefACcTaBeH).

MaumeHT 6bIN nepesemeH B OIBY «HMUL, CCX
uMm. A.H. Bakynesa» MwuH3gpaBa Poccun € OCHOBHbIM
amnarHosom: «AopTanbHas He[oCTaTo4HOCTb (HepeBma-
Tnyeckas). MNMopok aopTanbHOro KnanaHa: HegocTaTou-
HoCTb 3-i cTeneHW. HepocTaToOYHOCTL MUTpPAsbHOro
KnanaHa. HepgoctaTo4yHOCTb TpUKycnupanbHOro knana-
Ha. Paclumpenune socxopsLlero otaena aoptel. Kapauo-
Meranus. JleroyHas runepTeH3us. ATepocknepoTuye-
ckasa 6onesHb cepaua. Nwemmnyeckana 6onesHb ceppaua.
ATepockniepo3 KOpoHapHbix apTepuin? CTeHokapgus
HanpsxeHusi, 3-" PyHKUMOHAamNbHbIA Knacc. CHuXeHue
coKpaTUTEeNnbHOW CMOCOGHOCTU MUoKapAa JeBoro xe-
nypoyka (ppakuus Bbibpoca — 30%). NMapokcuamarns-
Has dopma ubpunnaumm npepceppaun. Mepcuctupy-
owasa dopmMa GubpunauMn npepgcepann, Taxudopma
CHA2DS2-VASC 36 HAS-BLED 36. YacTniHo Tpom6upo-
BaHHasa BepeTeHoobpas3Has aHeBpu3ma rpyfHoro otgena
aopTel. HactTuyHo TpombupoBaHHasa BepeTeHoobpasHas
aHeBpuM3Ma BHYTPEHHeW MOoAB3AOLLHON apTepuu CreBa,
paclmpeHvie npason MOAKIOYUYHOW apTepun, 6paxuo-
uedhanbHOro cTeona u npasoun O6LLen COHHOM apTepun.
[ByCcTOpOHHWMI ruapoTopakc. XpoHu4veckas 60ne3Hb
no4yek 2-1 cTagus CKOpPOCTb KJy604KOBOM hunbsTpaumm
no CKD-EPI 68 mn/mMnH/1,73 M2, XxpoHu4eckas cepgedHas
HepocTaTo4HOCTb 2B dyHKUMOoHanbHbIN Knacc 3 NYHA»,
ConyTcTtBytowmii guarHos: «Cnunmc Hey TOHHEHHHbIN».
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AHamMHe3 xun3Hu. dakTopbl pucka: KypeHune 40 ner,
60 curapet B fieHb, ynoTpebnseT ankoronb. Co cnos naum-
eHTa: niedyeHve no nosogy cudmnuca s 2000 r. (MegULMH-
cKas JoOKyMeHTauusa o AvMarHo3e u nposefeHHOM neYveHumn
OTCYTCTBYET).

Pesynbtartel 1a60paTopHOro UCCIEA0BaHNS

KnuHuyeckun aHanu3 KpoBU: IpUTPOLUTBI —
5,67 x 10'%/n (3,8-5,6); remornobmH — 182 r/n (131-172);
reMaTokput — 52,1% (39-50); cpeaHuin 06beM 3pUTPOLIM-
ToB — 91,8 don (81-101); cpenHee copepXxaHue remorno-
6uHa B sputpoumTte — 32,1 nr (27-34); cpepHsas KOHLEH-
Tpauwmsa remornobuHa B sputpounte — 349 r/n (300-380);
nokasaresfls aHM3ouutosa aputpountoB — 14,6% (11,3—
14,6); nenkountbl — 10,9 x 10%n (4—10); rpaHynoumnTbl —
7,4 x 10%n (1,2-6,8); numdpoumnTsl — 2,1 x 10%n (1,0—4,8);
mMoHoumTtel — 1,4 x 10%n (0,05-0,82); TpomboLUTbI —
240 x 10%n (150—400).

UccneposaHus remoctasa: NpoTpoOMOMHOBOE Bpe-
M — 16,6 ¢ (9,0—15,0); akTMBHOCTb MPOTPOMOMPOBAHHOIO
komnnekca (no Keuky) — 59% (78—142); npotpombuHOBOE
Bpems (MHO) — 1,42 (0,8-1,2); dombpuHoreH — 6,51 r/n
(2,00—4,00); aKTMBMPOBAHHOE YacTM4YHOE TPOMOOMNACTU-
HoBoe Bpemss — 38,9 c¢ (25,4-36,9); cTeneHb arperauuu
Tpom6bounToB — 75% (25-75).

Buoxumunyeckun aHanu3 KpoBu oT 21.04.2024:
obwmin 6enok — 71 r/n (64-84); ansbymmH — 36 r/n
(35-52); anaHvHamuHOoTpaHcdepada — 46 Eg/n (< 41);
acnaprtatamuvHoTpaHcdepasza — 26 Ep/n (< 37); obumin
6unmpybmH — 36 mkmone/n (3,4-20,5); npamon 6unmpy-
6uH — 14,2 mkmonb/n (< 8,6); amunasa obwas — 19 Eg/n
(25—125); kKpeaTUHUH — 79 MKmonb/n (64—104); mo4yeBu-
Ha — 5,5 mmone/n (2,1-7,13).

KnuHuyeckun aHanu3 Moum: nokasatenu B npege-
nax HOpMbl.

KncnoTHo-ieno4yHoe COCTOsIHMEe, 3NEKTPONUTDI,
meta6bonutbl oT 21.04.2024: pH — 7,409 (7,35-7,45);
pCO, — 52,7 mm pT. cT. (35-45); pO, — 48,7 MM pT. CT.
(80-100); ctHb — 177 r/n (135-175); sO, — 79,6% (95—
100); FO,Hb — 79% (94-99); FHHb — 20,2% (45-50);
K — 3,9 mmonb/n (3,5-5,1); Na — 141 mmone/n (136—145);
Ca — 1,15 mmone/n; Cl — 108 mmonb/n (101-110); Glu —
5,9 mmone/n (4,1-6,0); Lac — 1,6 mmonb/n (0,5-2,2); p50 —
30,04 mMm pT. cT. (24-28); HCO, — 32,7 mmonb/n (22-26);
Hct — 54% (40-50); BE — 6,5 mmonb/n (0T — 2 go + 2).

Ceponoruyeckoe uccnepgosaHue Kposu Ha UHekK-
uun (UDA): aHtutena k BUY 1, 2, HBsAg, antiHCV —
He o6HapyXeHo; aHTUTena cymmapHele K Treponema pal-
lidum o6Hapy>eHo.

Pe3ynbTatbl MHCTPYMEHTANIbHbIX METOL0B ANArHOCTUKN

Mo maHHbIM YNBETPa3BYKOBOrO UCCNedoBaHWUs ceppua
TpaHcTopakanbHoro: fiesoe npeacepave — 51 MMm; anu-
KansHo — 63 x 74 mm; oco6eHHocTu: V 108 mn, ysenu-
YeHOo; NeBbIN xenyaoyek: No CUMMCOHY: KOHEYHBIN CUCTO-
nuyecknin o6bem — 166,0 Mn; KOHEYHbIN ANaACTONUYECKNA
o6beM — 240,0 mn; yaapHblin o6beM — 74,0 Mn; dpak-
umsa Bbibpoca — 30,8%; no TenxonbLy: KOHEYHbIN CUCTO-
nn4ecknin pasmep — 5,7 CM; KOHEYHbIA OUACTONNYECKUIA
pasmep — 6,6 CM; KOHEYHbIA CUCTONNYECKUA 06beM —
160,0 MN; KOHEYHbIN AnacToNnnyecknn obbem — 223,6 Mn;
yAapHbIn o6beM — 63,6 M, dopakumsa Bolbpoca — 28,4%;
0COB6EHHOCTU: AN PY3HBIA MMNOKWUHES NEBOrO Xenygo4ka.
MuTpanbHbI KnanaH: CTBOPKM MNOABWXKHbIE, YMMOTHEHbI,
oyaru KanbLMHO3a B OCHOBaHUM CTBOPOK. [BMXeHue pas-
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HoHanpasneHHoe. dM6pPO3 rofoBOK NAMUMNSAPHBLIX MbILLILL.
®ubpo3Hoe KonbLlo — 39—40 MM; peryprutaumsa 2-i cTe-
neHu. AopTta: KopeHb — 42 MM; Bocxogdwiaas — 55 Mwm;
OCOBEHHOCTU: CTEHKW YTOSLLUEHbI, YNTOTHEHbI, €ANHUYHbIE
BKpanneHus kanbums. Bocxogsawas Ha BM3yannsnpyemom
y4actke — 55 mm. AHeBpuama gyrm — 7,5 cM ¢ adpdek-
TOM CMOHTaHHOro KOHTPacTUpoBaHWs U TPOM6030M. Aop-
TanbHbIM KnanaH: TPy KOMUCCYpPbl, CTBOPKN HEpaBHOMEPHO
ynnoTHeHbl. AunaTtauma nbposHoro Konbua. HapylueHne
koantaumMm. GU6pPo3HOEe KOMbLO — 26—28 MM; rpagueHT
JaBneHuns: NMKoebin — 8,0 MM pT. CT., cpegHeaMacTonu-
Yyeckuh — 4,0 MM pT. CT.; BpeMsa nonycnaga TpaHckna-
MaHHoOro rpagueHTa gasneHus — 283 Mmc; peryprutaums
3-1n cteneHu; V. contracta — 6,5-8,0 mm. [paBoe npepcep-
ame — 50 x 61 MM; ocobeHHOCTM — pacLumpeHo. [pasbin
Xenypo4yek (MpUTOYHBIA OThenN): 0COOEHHOCTU KOHEeYHbIN
anactonuyeckuin pasmep — 4,0 cM; pacyeTHoe AaBreHune
B NpaBoM Xxenyaoyke — 50-55 Mm; ppakLMoHHOE n3meHe-
Hve nnowann — 28%. Jlero4Has aptepusa — cTBon 35 MM.
Jlero4Hbln KnanaH: rpaguveHT gasfeHns — 3 MM pT. CT.,
peryprutaums 1-i cteneHn; 0CO6eHHOCTN — CTBOPKW MOA-
BUXHblE. TpUKyCnuaanbHbIA KnanaH: CTBOPKU NOABUXHbIE;
OBWXeHue pasHoHanpasfieHHoe; (OMOPO3HOe KOMbLo —
45 mMm; peryprutauma 1-n cteneHn. Mexokenygoykosas
neperopofka: TOMLUHA MEXOKeNyO04YKOBON Mneperopof-
kn — 10 MM; OBMXeHUEe HeonpedeneHHoe. Mexnpeacepa-
Has neperopopka: y6eamTenbHbIX AaHHbIX 3a COpOC He Mo-
ny4eHo. MNepukapananbHbIA BbINOT: XWUAKOCTU B MOMAOCTU
nepukappga Her.

3aknoyeHve: gunaraums neBbiX Kamep cepgua, npa-
BOro npefcepausi, CO CHUXEHWEeM CUCTONNYECKON DYHK-
UMM MmMoKapga NeBoro Xenyaodka, Npasoro Xenypodka.
HepoctaTo4HOCTb aopTanbHOro KnanaHa 3-u cteneHun. He-
[OCTaTO4YHOCTbL MUTpAsibHOro KrnanaHda, HefloCTaTo4YHOCTb
TpUKycnupgansHoro knanaHa 2-m crteneHu. PaclumpeHue
BOCXoAsLLen aopThl, Ayrn u 6paxuouedansHon apTepum
C rMpu3Hakamu NPUCTEHOYHOro Tpombo3a. AHeBpM3Ma HUC-
XO[AALLEeN rpyaHON aopThl.

YuutbiBas oO6HapyXeHne npu CeporiormyeckoM Wuc-
cnepnosaHun KpoBu aHtuten K T. pallidum, pns yTo4HeHus
aKTUBHOCTW npoLiecca v onpefeneHns gansHenwen Taktm-
KW npoBefeHo [OMONHUTENIbHOe Ceporiornyeckoe uccre-
posaHue kposu B OIBY «MTHUOK» MunsgpaBa Poccum:
PMIT 4+ — nonoxutensHbin TUTp 1:256, PMTA 4+ — nono-
XUTeNbHbIN TUTP 60nbLue 1:2560, PUDa6e 4+ — nonoxu-
TenbHbIr, PU®200 4+ — nonoxutenbHbid, UDA cymmapHo
IgA, IgM, IgG — nonoxwuTenbHbii, IgG — NONOXMUTENbLHbIN,
IgM — nonoXuTensHbIN.

MaumeHT 6bIN1 OCMOTPEH [AepmaToBeHeposioramu
Orey «rHUOK» MwuHsgpasa Poccun. o pesynstaTam:
CO3HaHWe SICHOEe, MOJNIOXEHWe akTUBHOE, OpUeHTUpOoBaH
B MecTe 1 BpeMeHU. KoXHble MOKPOBbI TYNOBULLIA 1 KOHEY-
HOCTeil CBOGOAHbLI OT BbIChINAHUN, BUAUMbIE CIU3UCTLIE
060/104KN OBbLIYHOM OKpacKW, He M3MeHeHbl. HapyXHble
NnosnoBble opraHbl pasBuTbLl COrMacHo Mnomny n BO3pacTy,
6€e3 BbICbINaHN.

M3 aHamMHe3a: naumeHT ykasbiBaeT Ha feveHre cudm-
nuca B 2000 r. (MEOULUMHCKYIO OOKYMEHTauuo He Npepo-
ctaBun). CeMenHO-No0BoM aHaMHe3: xeHaT 35 NneT, xeHa
Ha obcrefoBaHve He ABUMack, NaumMeHT ykasbiBaeT Ha ne-
puvofmnyeckne crny4varHble MosioBble CBA3W, nocnegHue —
3 roga Hasag.

Ha ocHoBaHuu npefcTaBneHHbIX AaHHbIX aHamMHesa
nauueHTa, pesynsTaToB CEeposiorMyeckoro uccneposa-
HUA KPOBW U MHCTPYMEHTalbHbIX METOLO0B UcCcnenosa-
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HUA ycTaHoOBNEeH auarHo3: «[1o3gHuin KapanosacKkynsap-
HbIW CUdUIUC».

JleqeHune

MaumeHTy npoBedeHO crneundu4eckoe neyeHue cu-
dunmca no cxeme: fokenumknMH — no 0,1 r 2 pasa/geHb
B TeyeHue 2 Hefenb; aanee 6e3 nepepbiBa — 6€H3UMNeHN-
uunnuH Hatpuesas conb 1 MnH E[] kaxable 4 4 (6 pas/cyT)
BHYTPUMbILLEYHO B TeyeHue 28 fHein; 4epeld 2 Hegenn —
BTOPOM KYpC NneveHnst 6eH3UNINEHNLUNNNHA B aHaNorn4Hom
Jo3e B TedeHue 14 cyTok. Hepes Hegento nocne OKOHYaHus
Tepanuu 6bIN0 MPOBEAEHO OrnepaTvBHOE BMELLATEeNbCTBO
no NoBofAy OCHOBHOMO 3a60neBaHus.

Yicxopq v pesynbTatbl MOCEAYIOLLEro HabmiogeHNs

Mpw Bbinucke n3 Orey «HMUL CCX um. A.H. Bakyne-
Ba» MI/IH3,E|,paBa Poccun nauneHTy Obinn OaHbl pekoMeHaa-
LUnn no npoBeneHunto KNMHMKO-CeposiIorm4eCckoro KOHTpPo4.
|/|HCbOpMaL|,I/IF| o ,qaaneﬂLueM COCTOAHUM naumeHTa OTCYyT-
CTBYET.

06cyxpenue

Mo paHHBIM psifa OTEYEeCTBEHHbIX W 3apyOexXHbIX
Hay4HbIX MUCCMefoBaHWA B nocrnefgHee AecaTunetve ot-
MeyaeTcs yBenMyeHue 4ucna peructpauuMuM kKapauosa-
CcKynapHoro cudunuca. Hanbonee 4acto BCTpedvaroTcs
crnyyam OCNOXHEHHbIX (PopM CUPUIUTUHECKOrO aopTu-
Ta, 0CO6EHHO aHeBpmn3Mbl aopTbl. OOHOM U3 COoCTaBsAio-
LWKMX naToreHesa cUUIMTMYECKOro aopTuTa ABNSETCA
passuTue numdonnasMounTapHoro BocnaneHns B vasa
vasorum — ceTu MUKPOLUPKYNATOPHbLIX COCYAOB, NUTato-
LLMX 060NTOYKM CTEHOK KPYMHbIX apTEPU U B HAN60MbLLIEM
KOnu4yecTBe pacnpefesieHHbIX B rpyaHoOM oTaene aopThl,
YTO MPUBOAUT K O6NUTEPUPYIOLLIEMY SHAAPTEPUNTY ITUX
COCY[l0B U BOCNannTenbHbIM U3MEHEHUSIM B CTEHKE aop-
Tbl [6—8]. XpoHu4eckoe BocnaneHue conpoBoXxaaeTtcs
YTOJILLIEHNEM CTEHKM aopThbl C MocnegyrowmumM paclumpe-
HUEeM W yBeNMYeHWeM auMameTpa MopakeHHoro y4vactka
aopTbl (BepeTeHoo6pas3Has CUUAUTUYECKAs aHeBpU3-
Ma) MNU MPUMBOAMT K JNIOKANIbHOMY BbIOYXaHWUIO CTEHKM
aopTbl ¢ hOpMUPOBAHNEM MeELLIOTHYATOM aHeBpU3MsI [7, 9].
Mo MHEHWIO HEKOTOPLIX UCcnefoBaTtenen, OCHOBHOM Npu-
YNHOWM MOSIBNIEHNSA aHEBPU3M B BOCXOASLLIEN YACTN aopThl
BbIcTynaeT cudpunuc [10, 11].

HepocTaTo4yHOCTL aopTafibHOro KrnarnaHa Kak oc-
NOXHeHMe CUDUNUTUYECKOro aopTUTa MOXET Pa3BUTLCA
3a CYeT pacluMpeHus Ha4vasnbHOro otaena BocxoasLien
aopThbl UKW Ha (hoHe BanbByNUTa aopTanbHOro Knana-
Ha. BocnanuTtenbHble U3MEHEHNs1 CTBOPOK aopTanbHOro
KnanaHa BO3HWKalOT BCNeACTBUE pacrnpoCTpaHeHUs Ccu-
UIMTNUYECKOro npouecca Ha4ymHasi C MecT UX NpukKpe-
NNEeHUs K CTeHKe aopTbl, YTO NPUBOAMUT K UX YTOJLLEHNIO,
CMOpPLUMBaHUIO N Pa3BUTUIO aopTanbHOW peryprutauum
[6,7, 11, 12].

CTeHO3 KOpOHapHbIX apTepuii B 60NbLUMHCTBE Cly4va-
€B BbI3blBaeTCs AMAPAPY3HLIM YTONLWEHNEM CTEHKU KOP-
HA aopThbl C MepexofoM BOCNANUTENLHOO CUUIUTUNYE-
CKOro MHUnbLTpaTa Ha yCTbe apTepun n, Kak cneicTeue,
BO3MOXHbIM pa3BUTUEeM CTEHOKapAMU U MHAapKTa MUO-
Kappa. Kak npasuno, BocnaneHune He pacnpoctpaHseTcs
fanee no xody KOpoHapHbIX apTepui, eLle pexe BO3HU-
KaeT u3onuposaHHbI aHfgaptepumt [13—15]. Mo MHeHuo
psna uccneposatenen [7, 10], KapAnoBacKymnapHLIA CU-
unmc — aTo B NepBylo o4epeb NopaxeHue aopTbl U ee
BeTBEN — «CUDUINTUYECKNIA a0PTUT» UMW «COCYAUCTLIN
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cugunuc», a akTU4eckoe nopaxeHve cepaua asnsaeT-
CHl HE3HA4YUTENbHbIM.

lMocTaHoBKa AmarHosa KapguoBacKynsipHOro cudu-
nMca OCHOBbLIBAETCS Ha KOMIMJIEKCe AaHHbIX: aHamMHesa,
Hann4mMa KNUHUYECKMUX CUMMTOMOB, pes3ynsraTtoB nabo-
paToOpPHbLIX U MHCTPYMEHTaslbHbIX METOA0B UCCefoBaHNi
[8-10, 16, 17].

OcCHOBHbIMU naéopaTopHbIMU MeToaamm
ANs NOATBEPXAEHUs AuarHosa cudunuca asnawoTca ce-
ponoruyeckue metoAbl onpenenexusa aHtuten T. pallidum
B HETPernoHeMHbIX N TpenoHeMHbIX TecTax. 1o gaHHbIM
nutepatypesl [7, 10, 11, 18], pe3ynsTarbl cEpONOrnYecKnx
TECTOB B 6OMbLUNHCTBE CllyYaes NonoXuTernbHble, HO MO-
ryT 6bITb NOMY4Y€EHbI OTPULIATENBHBIE pe3yrnbTaThl B HETpe-
NMOHEMHbIX TecTax, HanpuMmep B peakunn MUKpornpeLunu-
TauMm Unu B aHanorax, Takxxe coobLyanock 0 NonyyYeHun
oTpuuaTternbHbIX Pe3ynsTaToB U B HEKOTOPbLIX TPENOHEeM-
HbIX TecTax [19].

HOwarHoctuyeckaa LEHHOCTb uccnepoBaHnsa o06-
pasuoB 6MoONOrn4eckoro mMarepuana oT 6O0SIbHbIX CU-
PUNMCOM, MONYHYEHHbLIX MPU BbINOMHEHUN XUPYpruye-
CKMX onepaunn, 6Uoncumn nnu naTonoroaHaToMm4ecKnx
BCKPbITUA (HeKponcusa), C MOMOLLbIO MEeTOA4OB OKpa-
wwueaHuna T. pallidum cepebpom, npAMOro WMMMYHO-
hNIyopecueHTHOro oKpalumBaHusi, UMMYHOMUCTOXMMUN
N amMnnMurkKaumm HYKNenHoBbIX KUCNOT oueHuBaeTcs
KakK OTHOCUTEeNbHO HeBbicoKas [18—20].

BaxHoe gmarHocTn4eckoe 3HavyeHue nmeet obHapy-
XeHve XxapakKTepHbIX MaTorucToNnorn4yeckmux M3mMeHeHun
B MOpaKeHHbIX opraHax v TkaHsx. NMpu cndunuce sosne-
YeHue B BocnanuTesbHbI MpoLecc vasa vasorum rnpuso-
OUT K CYXEHMI0 NpocBeTa Menkux apTepui n apTepuon
numdonnasmounTapHbiM MHOUNLTPATOM, YTO COMNPOBO-
xaaetca PUOPO3HbIM YTOMLLEHNEM HapyXHOUW 060504-
kun (adventitia) CTEHKM aopTbl C 04ArOBLIMU CKOMIEHUAMMN
nMMAOUNTOB 1 NnasMmaTn4ecknx knetok. O6nuTepmpyo-
LW SHOaPTEPUNT NPUBOAUT K ULLEMUYECKOMY MOBpPEX-
OEHVIO U pas3pyLUEeHUI0 3MacTUYeCKUX U rnafgKoMbllley-
HbIX KJNIETOK M CBSI3@HHONO C HUMW MaTpuKkca cpepfHemn
o6ono4kn (media) aopTbl. PUOGPO3HOE YTONLLEHNE BHY-
TpeHHen o060104kK (intima) aopTbl M OoYaroBble OTNOXe-
HWS KanbUus NPUBOAAT K Tak Ha3biBaeMOMYy CMOpLLMBa-
HUIO UHTUMbI NO TUNY «OpPeBecHOn Kopbl» [6, 8—11, 15, 19].
MexaHnam cudunnMTU4eCcKoro nopa)eHus aopTasibHOro
KnarnaHa nposiBNAETCA Kak «HUCcxoAsLLee pacnpocTpaHe-
HWe» CUPUNNTUYECKOrO aopTUTa Ha BaCKyNspu3npoBaH-
Hble KranaHHble CTPYKTYpbl M NpoaBnseTcs B OMOPO3HOM
YTONLLEHMUM CTBOPOK [7, 11, 12].

MpennonoXuTenbHbI  AnMarHo3 Mno3fHero Kapauo-
BacCKynsipHOro cudunmnca Moxet 6bITb NOCTaBMEH MO AaH-
HbIM Hamboree 4acTo UCMOMbL3yeMoro Metoaa Bu3yanu-
3aunn — axokapauorpadum. BaxKHbIMK 9xokapauorpa-
hU4ecKMMn nprusHakamm SBRAITCA: paclunpeHme aopThl,
0CO6EHHO B ee BOCXOASLLEN YacTu; yTONWeHne 1 ynnoT-
HeHVe CTEHKW aopTbl; KanbLMHO3 B 06/1aCTN ee OCHOBa-
HUSI U CTEHKW; YTONLWEeHne 1 YrioTHeHWe aopTasibHoro
KnanaHa; gedopmauns 1 KanbLnMHO3 ero CTBOPOK; aop-
TanbHas peryprutauusa HadvmHasa ¢ 1-m cteneHu, B psage
crny4yaeB — CHWXeHue dpakumMm BblGpoca NeBoro xe-
nypoyka. B gnarHoctvke aHeBpu3M aopTbl HEO6XOAUMO
NCrnonb3oBaHue peHTreHorpagum, KOMMbLITEPHON TOMO-
rpadun, MarHWTHO-pe3oHaHCHoW Tomorpaduu. MoryT
HabnogaTbC aHeBPU3Mbl KPYMHbLIX COCY[OB — BETBEWN
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aopThl, B BbIIBIEHUN KOTOPbIX BaXXHOe 3Ha4YeHne nmeet
yneTpassykoBas pgonnneporpadgpusa 6paxuouedanbHbiX
cocynoB. B cnyyae BbiiBNeHWs NpU3HaKoB Kapauosa-
CKYNSAPHOro cudunmca ¢ NoMoLLbIO pasfnnyHbIX MeTOO0B
BU3yanusauum npoBOAUTCSH HeobxoauMas oueHKa cep-
Je4YHO-CcOoCyaMCTON cucTeMbl Ana onpefeneHus TakTUKu
BeAeHUs naumeHTos [16, 17, 21].

B Poccuu B COOTBETCTBUU C KIIMHUYECKUMU PEKO-
MeHgauuamu [16] ong aTUOTPOMNHOW Tepanuu No3gHero
KapOMoBacCKYNsapHOro cudunuca npUMEHSIOTCS npe-
napatbl MNEeHUUMNNMHA: OGEH3UNMEeHUUUNNINHA HaTpu-
eBas UM 6GeH3unneHnuunaInHa HOBOKaMHOBAas COJMW.
Ona npepoTtepalleHns peakuum obocTpeHus (B Buae
NOSAIBNEHUA WM YCYryobneHus CUMMTOMaTUKKN) fedve-
HMEe NauMeHTOB Ha4duMHalT C 2-HeOeslbHOM NOAroTOBKMU
aHTubakTepuanbHbIMW nNpenapaTtamMmu LUUPOKOro Crek-
Tpa OencTBMA — OOKCULUMKIMHOM UMW TeTpauukiun-
HOM. Mo gaHHbIM psga uccneposaTtenen [4], neped ux
npMMEHeHUEM B KadecTBe NOAroTOBUTENbHOW Tepanuu
BO3MOXHO Ha3HadeHue noguaa Kanusd, HanpaBfeHHoe
Ha MeffeHHoe paspelleHne BOCManuUTeNbHOro WH-
cuneTpaTta, KpoOMe Toro, PEKOMEHOOBAHO NMPUMeEHEeHue
neHnyMnnIMHa B Bo3pacTalLlmx go3ax Ha NpoTaXeHUn
Kypca nedenms. CoobLianock Takxe 06 ycneLwHom npu-
MeHeHUN AN Tepanun NO34HEro KapauoBacKynspHOro
cudunuca uedrpuakcoHa [22].

Xupyprudeckoe BMeLlaTeNbCTBO HanpasneHo
Ha ycTpaHeHWe Cepbe3HbIX OCMOXHEeHUNM 3aboneBaHus
M Cc oba3aTeflbHbIM COYEeTaHUEM C aHTUGaKTepuanbHOn
Tepanven Ons ycTpaHeHus NporpeccupoBaHUs nopaxe-
HUA M 3TUOJIOTMYECKOro uanedeHns nauumeHTta. OgHako
no gaHHbIM MUPOBOW NUTEpaTypbl B HAcTosLlee Bpems
CyLLleCTBYET OrpaHM4eHHOE YNCO AOArOCPOUHbIX Habnmo-
OeHUN 3a 60MbHbIMU C KapAMOBaCKYNAPHbIM CUUINCOM
nocrne onepaTnBHOrO NeYeHns 1 oTganeHHbIM MPOrHo30M
BbDKMBAEMOCTW JaHHbIX NauneHToB [12, 23, 24].

B onucaHHOM KNWHWYECKOM cfyvae AuarHo3 nos3fd-
Hero KapauoBacKynspHOro cugunuca 6bi1 yCTaHOBMNEH
Ha OCHOBaHWM [aHHbIX aHaMHe3a NnaumeHTa, KIMMHNYECKUX
NPosiBNEHWNA, pe3ynbTaToB Ceposiorm4eckoro mnccrnegosa-
HUS KPOBU N MHCTPYMEHTAaNbHbLIX METOA0B UCCed0BaHUs.
BaXHO OTMETUTb, YTO Yy NauueHTa B NaTonornyeckuit Npo-
Lecc 6bi1M BOBMEYEHbl HE TOMbKO aopTa, HO U ee BETBM,
YTO BCTPEYAETCs He4acTo U, Mo BCEM BUAMMOCTU, CBA3AHO
C NporpeccnpoBaHnEM U ONNTENbHLIM TEYEHNEM UHADEKLUU-
OHHOrO npotecca.

3akntoyenue

O606Llan gaHHble MUPOBOWN NUTepaTypbl NocnenHux
OBYX OECATUNETUN, HEOBXOAUMO OTMETUTb HE TOMNbKO yBe-
JIMYEHME YMcna perncTpaLumn cny4yaes KapamoBacKynsipHO-
ro cugunmnca, HO U YHUKarbHOCTb KaXdoro criyyasi ¢ yye-
TOM KIIMHUYECKUX MPOSIBNEHUA. B aKkTUBHOM 06CYyXOEHUM
OMarHOCTUKN, NeYEeHUs U NPOrHo3a KapauoBacKysspHOro
cumnmnca yy4acTeYOT CreumanucTbl pasinyHoro npodu-
118, YTO ABNSIETCS NnokasaTeniemMm MeXaMCUUMANHAPHOWM Npo-
611embl 3a60eBaHUS.

Bo3MOXHO, NpuopuTeTHOE HanpaBfeHne — co3fa-
HWEe cornacoBaHHOro pPyKoBOACTBA BefeHusi OGONbHbIX
KapaunoBacKynsapHbIM cndunnucom. Bmecte ¢ Tem TakTuka
BefeHus JoMxXHa OblTb OCHOBaHa Ha OnbITe Bpaya U WH-
OvBUAyanbHOW KIMHUYECKOM cUTyaumnm KOHKPETHOro na-
umnenTa. [l
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