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OpurmHanbHana CTaTbA

YnbTpacoHorpatuyeckue npu3Hakm
bone3Hu boy3Ha

XnebHmkosa A.H." -« Cenesresa E.B.

AkTyanbHocTb. bonesHb boysHa (bb), unu nno-
CKOKNeToYyHaa KapuumHoma in situ, — onyxonb
SNUTENNANIbHOTO MPOUCXOXAEHUA C  BbICOKMM
OHKOreHHbIM noTeHumnanom. CerogHA ANA HEWUH-
Ba3VIBHOW AMAarHOCTUKMN OMyXOnemn KoXu LMPOKO
NPYMEHAETCA BbICOKOYACTOTHOE Y/bTPa3ByKOBOe
cKaHupoBaHue. Pe3ynbTaTbl NCCNEAOBaHWI YNbT-
pa3ByKoOBOW KapTuHbl BB NpoTrBOpeurBbI, Tak Kak
B HMX MCMONb3ylOT MpeobpasoBaTenn 4acToTomn
20 n 45 Mlu. nA Bu3yanusaymy NnpoLeccos, JloKa-
JIN3YIOLWMXCA BHYTPW 3SMNUAEPMKCA, HEOOXOANMO
paspelleHre ynbTPa3ByKOBbIX MpeobpasoBaTe-
nemn He meHee 50 M.

Llenb - onpepenuntb ynbTpacoHorpaduuyeckne
npusHaky 6onesHn BboysHa c ucnonb3oBaHveM
BbICOKOYACTOTHOrO fatumka 75 M.

MaTtepuan n metoapbl. O6cnefoBaHbl 8 mayuneH-
TOB (2 »eHLLYMHbI 1 6 My>XUH) B BO3pacTe oT 38 fo
86 neT C rMcToNornYecky NOATBEPKAEHHbIM Ana-
rHo3om Bb. C nomoLbto ynbTpa3ByKOBOW CUCTEMbI
BbICOKOIO paspelleHuns, OCHaLEeHHON YynbTpa3By-
KOBbIM AaTYMKOM YacTtoTon 75 MIL, ckaHupoBanun
8 conupHbix oyaroB bb 1 B KauecTBe KOHTpoONA —
8 BM3yaNbHO HEU3MEHEHHbIX KOHTpaTepasnbHbIX

YUYaCTKOB KOXW. M3mMepanu TonwmHy anugepmMmmca
1 fepMbl, Iy6UHY pacnpoCTPaHEHNA FUMO3XOreH-
HbIX 30H B IepMe B 30HaX UHTepeca.

PesynbTatbl. YnbrpacoHorpaduyeckasa KapTuHa
ouyaroB bb xapakTepri3oBanacb rnepsXoreHHbIM
3NVAEPMUCOM, KOTOPbIN GblN NPeACTaBEH ABYMA
pa3HOBMAHOCTAMMK: NPU NepBoi (n=6) OH umen
HEepaBHOMEPHYIO TOMWMUHY W BONHOOOPa3Hy
dopmMy C MOYKOOBpPasHbIMU OTPOCTKaMy Brybb
OepMmbl, Npy BTOpor (N=2) — OAMHAKOBYIO LIN-
PUHY Ha BCEM MPOTAXEHUU C POBHbIM BHELUHVM
N BHYTPEHHVUM KOHTypoMm. CpeaHAAa TonwuyHa
anugepmmuca B ovarax bb 3Haummo otnmuanacb
OT TaKOBOW KOHTp/aTepasibHbiX B/3yanbHO Heus-
MEHEHHbIX y4acTKoB Koxu (192,37 £75,48 npoTus
69,88+12,48 Mmkm, p=0,011719). B nepme npu bb
OMNpeaenanncb TUMO3XOreHHble 0bpa3oBaHus,
pacnosioKeHHble HemoCcpeACTBEHHO Moj anuaep-
Mucom, Anddy3HO-HEOQHOPOHOW  CTPYKTYpPbI
nonocoBuaHon Gopmbl B oyarax nepBoi pasHo-
BUAHOCTW AW OKpyrion Gopmbl — B oYarax BTO-
pow pazHoBuAHOCTU. CpeHAA TONLWMHA FMMO3X0-
reHHbIX 30H B oyarax bb 6bina 6osnblue B onyxonax,
PacrofioKeHHbIX Ha OTKPbITbIX YyyacTKax Tena,

B CPaBHEHWM C 3aKpbiTbiMK (1288,25+£450,25 npo-
TmB 585,75+ 150,62 mKkMm, p=0,025348).
3akniouyeHue. YcTaHOBNEeHbl npu3Hakun bb npu
YNbTPa3ByKOBOM CKaHMPOBaHWM  [ATYMKOM
75 MIL;: yTONWEHHbIN 3NUAEPMUC C YETKUM BHY-
TPEHHUM KOHTYPOM U TUMO3XOreHHble obnactu
B gepme Auddy3HO-HEOAHOPOLHOW CTPYKTY-
pbl, UMeLMe Hanbonbluyto ryOuUHY Npu NoKa-
NIM3aUMM 0YaroB Ha OTKPbITbIX Yy4acTKax KOXMW.
YnbTpacoHorpaduyeckaa KaptnHa bb umeet age
Pa3sHOBUAHOCTU B 3aBUCMMOCTU OT COYeTaHuA
PasnUYHbIX MO GOpPME OCHOBHbIX NMPU3HAKOB.

KnioueBble cnoBa: 6onesHb boysHa, ynbTpasBy-
KOBOE CKaHWPOBaHWE, FMMO3XOreHHble 30Hbl, -
NepPaXOreHHbI NOBEPXHOCTHbIN CION

[nsa yntnpoBaHua: XnebHrikosa AH, Cene3resa EB.
YnbTpacoHorpaduyeckyie nprsHakn bonesxn boysHa.
AnbMaHax KnuHUYeckonm mMeauumHbl. 2022;50(7):415-
419. doi: 10.18786/2072-0505-2022-50-047.

Moctynuna 19.10.2022; popabotaHa 03.12.2022; npu-
HATa K nybnukaumm 07.12.2022; onybnmMkoBaHa OH-
namnH 16.12.2022

onesub boysna (Bb), Takke M3BecTHas Kak
IVIOCKOKJ/IETOYHAsA KapLMHOMA in situ, — 3710-
KaueCTBEHHAs OITyXO/Ib 3NUTE/TNATbHOTO IIPO-
MICXOXK/IeHN 1, BIIEPBbIE ONVICAaHHAS aMepUKaH-
cknM piepmatornoroM JxoHoMm Temmronom boysHoM
(John Templeton Bowen) B 1912 r. [1]. Ee pasButnme
CBA3BIBAIOT C [EJCTBUEM YIbTPadIONIeTOBOro 00Iy-
YeHMsI, TPaBMATH3ALell KOXKY, KOHTAKTOM C MbIIIbsI-
KOM (JIeKapCTBEeHHbIe IIperapaThl, IPON3BOJICTBEHHbIE
BpenHocTH) [1, 2]. B ¢BsA3M ¢ 3TUM BBIIETSIIOT ABe op-
MBI 3a00/IeBaHVS: OfIHA BO3HMKAET HA MECTaX, OJBEP-
JKEHHBIX MHCOJIALINY, IPYTas — Ha 3aKPbIThIX Y4aCcTKaxX
xoxu [3]. Bb Hepenko mpenmrecTByeT opMe IIOCKO-
kreroyHoro paka (ITKP). CormacHo HeKOTOPBIM [aH-
HBIM, CKOpOCTb IporpeccupoBanus bb B ITKP cocras-
nseT ot 3 1o 5% [4].
IIna npengsapurenbHOro guarHosa BB mocrarou-
HO KJIMHIYECKOTO OCMOTpPa U JIepMaTOCKOIINYIECKOTO

00cIenoBaHNusA, OJHAKO STM METOObl He IIO3BOJIAIT
OIIpENENNTDb TPaHNIbI OIIYXOIN 1 €€ VHBA3UBHBIN I10-
teHuyan [5]. HecMOTps Ha TO YTO TMCTONOTMYECKOe
UCCTIeNOBaHMe CYUTAETCA 30/0TBIM CTaH[APTOM [H-
arHocTuky BB, B HEKOTODBIX CTydYasx HeOOXOHMMBbI
MHO>XECTBEHHbBIC 6I/IOHCI/H/I [/ OIIpENeNIeHNsA VICTUH-
HOJI ITyOMHBI MHBA3VM. DTO TPABMATUYHO JJIA MAIM-
€HTa U COIIPOBOXK/ACTCA KOCMETIIeCKNMI e eKTaMI,
0CO0EHHO B C/Ty4ae IOKaIM3AIMI OYara B 3CTETUIECKI
3HAYMMOI1 30HE [6].

brnaropapst Takoil XapaKTepUCTHKe, KaK HeVHBa-
3MIBHAA BU3yaan3annAaA MMUKPOCKOIIMYIECKNX CTPYKTYpP
B TKaHAX, BPICOKOYACTOTHAA Y/IbTPa3ByKOBaA NVArHO-
CTMKa TIOMy4NM/Ia MIMPOKOe PAacHpOCTpaHeHMe B Jiep-
MATOOHKO/IOIVN ¥ TIPUMMEHAETCA [UIA OIPENeNneHNA
I7TyOUHBI PaCIIPOCTPAHEHMA, XapaKTepa POCTa 1 CTPYK-
TYPHBIX OCOOEHHOCTe}I HOBOOOpPAa3OBaHMII KOXIL.
CxaHMpoBaHye IIpY TIOMOLIM YILTPa3ByKOBOJ BOJHBI
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gacToTolt oT 20 1o 100 MITj mosBosseT MOMyIUThb pas-
pelleHNe IO HeCKOIbKVX HeCATKOB MUKPOMETPOB [5,
6]. Takoe BBICOKOE paspellleHe 0COOEHHO aKTyalbHO
IVI BBIABJIEHUA IIPOLIECCOB, JIOKANMM3YIOIIMXCA BHY-
Tpu snuaepmuca. Tak, Ipy MCHOMb30BAaHMM JAT4MKa
75 MIII HaM yma/moCh OIMCATh YNbTPasBYKOBYIO Kap-
TUHY aKTMHIYECKOTO KepaTo3a, MpeJCTaBIIAIIEro Co-
6011 BHYTPUSIN/IEPMA/IBHYIO aTUIINIO KEPATHHOLUTOB
PpasnMYHOM CTeNeHN BbIpaKeHHOCTH. Mbl BUsyanmsu-
pOBa/lM TUIIEPIXOTE€HHDIN YTOMIIEHHBIN 3MUIEPMIUC
U TMIIOSXOTeHHbIe 30HBI, pacloyiararouyecs cy6amm-
ilepMajIbHO, 0Opa3oBaHHbIE YYaCTKaMU 9/1aCTO3a B fiep-
Me [7]. YTo KacaeTcs ynbTpasBYKOBBIX IIpU3HAKOB bb,
paHee MX M3y4aqau IpM IOMOLIM IIpeoOpasoBaTeneit
wacroroit He 6omee 50 MIT. TTockobKy TakKye Xapax-
TEPUCTUKY YaCTOTbI BOTHBI HEOCTATOYHBI 71 IeTa/Ib-
HOJl BU3Ya/IM3aLUM CTPYKTYPbI SIMAEepPMICa U JePMBI,
ObUIM [IO/TyYeHbI IIPOTUBOPEYMBbIe Pe3yabTaThl. Ovaru
BB paccMarpuBaiit Kak IUIepaxoreHHble 00pasoBaHms
/b0 KaK codeTaHMe TUIIEPIXOreHHDIX M TMIIO3XOreH-
HBIX KOMIIOHEHTOB, IIpY 3TOM He Ya/loCh PasrpaHu-
YUTh OMYXOJIEBBI OYar OT OKPY>Kalollell CTPOMBI M/IN
HO/IeXAIIeTO KJIeTOYHOro MHGUIbTpaTa [5, 8]. B artoit
CBS3YM MBI 3a/Ia/IUCh LE/NbI0 ONPENEIUTD YIbTPACOHO-
rpaduyeckue npusHaky BB ¢ ncnonbsoBanneM BbICO-
KOYaCTOTHOrO JjaTuymka 75 MIir.

Matepuan n metoabl

O6c¢rnenoBanbl 8 GOMBHBIX (2 XKEHIUHBI ¥ 6 MY)KUIH)
B BospacTe oT 38 1o 86 yeT (B cpenHeM 54,7 £7,3 rogna),
nMermux conupHele odarn bb, mnpencrasnenHble
B BIJIe YeTKO OYEPUYECHHBIX SPUTEMATO3HBIX ITATEH VN
OJIAIIIeK C HACIOEHMEM YelllyeK VTN TeMOPPariIecKmx
KOpOYeK Ha IOBEPXHOCTU. Pazmepbl o4aros Bapbupo-
Bamu OT 2,3 710 6,2 cMm (puc. 1).

B wmccnemoBanme BkmMIO9anmm IanueHTOB ¢ bb,
MOC/IefloBaTe/IbHO ~ TIOCTYMABUIMX B JiepMaTOBeHe-
ponormdeckoe oraenemre IBY3 MO MOHUKU
M. M.®. Bragumupckoro 11t Bepudukarym guarHosa
¢ mapra 2020 o mapt 2022 r. IIpoBenenue nccueno-
BaHMA OROOPEHO JTOKa/IbHBIM STNYECKUM KOMUTETOM
I'bY3 MO MOHMKU nm. M.®. Bragumupckoro (mpo-
Tokon Ne 2 ot 13.02.2020).

Kpureprsimu BKIIOUEHUs] B MCCIEHOBaHMEe ObUIN
Ha/I4ye TYCTONOTMYECK HMOATBEP>KCHHOTO JIVIarHo-
3a bb, a Taxke pacnonoxxeHne 1aTolorn4ecKoro ova-
ra Ha T000M YJacTKe Tena, 3 MCK/II0YeHNeM BEePXHIX
BeK, YIIHBIX PaKOBUH, HOCA, BOIOCUCTON YacTU KOXMI
ronospl. IlanyenTsl ¢ jOKanmu3anyenl onyXomm B BbI-
IIeyKa3aHHBIX 30HaX ObIIM VICK/IIOUEHBI 13 CCIefoBa-
HUSI BC/IEACTBME HENOCTATOYHON MH(OPMATUBHOCTH
BBICOKOYACTOTHOTO Y/IbTPa3BYKOBOTO CKaHMPOBAHUA
VUTY HEBO3MOXKHOCTH €ro IpoBeleHust. B obmactu Bo-
JIOCVICTOl YacTy KOXKU TOTIOBBI OOJIBIIOE KOMUYECTBO
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Puc. 1. bonesHb boyaHa: sputemaTosHas b6alKka Ha KOXe K1BOTa
C KOPKaMM 1 YeLlyMKami Ha NOBEPXHOCTH

BOJIOCSIHBIX (DOJUIMKY/IOB 3aTPyAHACT BU3YajIM3allNIo
OITyXOJIN, a CKAHMPOBaHJe BEPXHUX BEK, YIIHbBIX PaKo-
BJH ¥ HOCA, TO €CThb BBICTYTAIOLIVX YIaCTKOB TeJa, He-
BO3MOYKHO U3-3a POPMBI U pa3Mepa JaTIMKOB.

Bcero mccnegoBam 8 maTtonorm4ecKux y4acTKOB
U B KaueCTBe KOHTPO/A 8 BM3ya/IbHO HEV3MEHEHHBIX
KOHTpJ/IaTepasIbHbIX y4YacTKoB. IlpmMeHanmm crenma-
JIM3UPOBAHHYI0 LM(PPOBYIO Y/IBTPa3BYKOBYIO CHUCTe-
My BbIcOKoro paspemrennss DUB (pupma Taberna Pro
Medicum GmbH, IepmaHns), ocHaleHHYIO yIbTpas-
BYKOBBIM JaTYMKOM 4acToroii 75 MI1, nossosAommm
CKaHMPOBATh KOy Ha IMyOMHY 10 4 MM. Dnugepmuc
BU3Ya/IM3MPOBA/ICA B BUJE TUIIEPIXOTEHHON IIONIO-
CBbI, XOPOIIO OTTPAHMYEHHOMN OT IOIJIeXKAILEN NePMbI,
C YETKUM BHYTPEHHUM KOHTYpoM. JlepMa 4eTKo oTTpa-
HIYMBATIACh OT IOJKOKHO-KMPOBO K/IeTYATKM U MIMe-
J1a HEOTHOPOIHYIO CTPYKTYPY 3a C4eT o6/macTert pasHoit
CTeIleHM 3XOT€HHOCTI. VI3MepsIn TONIIMHY SNMUIePMU-
ca U JepMbl, IIyOUHY paclpoCTpaHeHMs TMIIO9XOTeH-
HBIX 30H B JlepMe B 30HaX MHTepeca. [/ BUsyanusanyum
U pacyeTa KOJMMYeCTBEHHBIX IOKa3aTesleil IpYMeHAIN
IporpaMMHOe obecriedeHe, pa3paboTaHHOe COBMECT-
Ho ¢pupmamu Taberna Pro Medicum GmbH (Tepmanuist)
u «AHTA-Men» (Poccus).

ITocne mpoBefeHNA BEICOKOYACTOTHOTO YIbTPa3By-
KOBOTO CKaHMPOBaHMU:A I IOATBEP)KAEHNA HMarHo-
32 BBIIOJIHSUIM OMOICKIO KOXKIU M3 OYara IMOPaKeHIsL.
TucTonormyeckn Bo Beex 8 cnydasnx OblIa MOATBEPXKe-
Ha BB. B snuuepmiice HabMIO[ANMICh PESKO aTUIIIIIHbIE
KJIeTKM C OO/MBIIMMIY TMIIEPXPOMHBIMY SAPAMH, YTOI-
LIEHHBII POrOBOI C/IOJ C IIApaKepaTO30M, AKAHTO3
C YIIMHEHUEM ¥ YTOJIEeHVeM SHNJEePMaIbHBIX BbI-
POCTOB. B HEKOTOPBIX CrTydasX OTMeYasn AUCKepaTo3
U «POTOBbIE KEMUY KIHBI».

Crarnuctudeckyilo 06pabOTKy pe3ynbTaToB —HC-
CNIEMIOBAHMA OCYIIECTB/IAMM C IOMOIIBIO JIMIEH3M-
pOBaHHOrO IakeTa mporpamm Statistica (StatSoft 8.0,
CIIA). Vcmonb3oBamyi ONMCATENMbHYIO CTaTUCTHKY

OpI/IFVIHaJ'IbeIe CTaTbW
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Puc. 2. CkaHorpamma 6onesHu boyaHa (aatuvk 75 MIw).
[VNep3axoreHHbIN 3NAePMINC HEPABHOMEPHOM TOMLMHbI

11 BOTHOOBPA3HOI GOPMbI C MOYKOOOPA3HBIMI OTPOCTKAMM BriyOb
nepmbl (pasHoBKAHOCTL 1). [MNO3XoreHHas 30Ha onpeaenseTca

B BMAe 00Pa30BaHMA NONOCOBUAHOM GOPMBI C YETKMMM FPaHNLAMK

HepeMeHHbIX (BBIUMC/LUIM CpefiHee 3HAdYeHMe U Cpef-
HekBajipatyHoe OTKIOHeHMe (M+0)), a TaKke
CPaBHUTE/IbHDI aHAIN3 IIEPEeMEHHBIX MEXHTY TPYII-
maMy. MeXTIpyIIoBoe CpaBHEHME MapaMeTpoB IIpo-
BeJIeHO IIpJ IIOMOIIM HeTapaMeTpPUYeCcKOro KpuTepus
Yunkokcona u Manna — YutHu. B xofe nposepku ru-
MIOTE3 ONMMPANNCh Ha YPOBEHb CTATUCTUIECKON 3HAYM-
moctu p<0,05.

Pe3ynbratbl

dmupepMIC B odarax bb omnpenenancsa B Buje MOMOCHI
BBICOKOJT 9XOT€HHOCTH O€/Ioro I[BeTa ¢ MHOIOYMC/IEH-
HBIMU JKE/ITBIMU ¥ CUHUMM BKPAIUIEHMAMM U B BUJE
IIOJIOCHI 3€/IEHOTO OTTEHKA, PACIIONOXKEHHOI IOf, Hell.
Ero BHyTpeHHMIT KOHTYp ObUT YeTKUM ¥ XOPOLIO OT-
TPaHMYEHHBIM OT HOfjIeXKalleli iepMbl. B 3aBucuMocTn

CpaBHI/ITeﬂbeII?I aHann3 TONWKWHbI 3NaepPMMUCa, AePMbl 1 TUMNO3XOMeHHbIX 30H B O4arax 6onesHn

BoyaHa 1 B KOHTP1aTepPasibHbIX y4aCTKax

TonwwHa, Mkm, M+ 0 HopmanbHas Koxa QOuaru 6onesHn 3HaueHune p
boysHa

nugepmmc 69,88+12,48 192,37+75,48 0,011719
Hepma 1409,62+ 233,98 1570,25+228,47 0,207579"
MMNo3X0oreHHble 30HbI 864,75+442,43

OTKPbITbIE YYACTKM 1288,25+450,25 0,025348™

KOXW
3aKpbITble y4acTKn 585,75+150,62

KOXWn

“CTaTMcTUYeCcKan 3HaYMMOCTb Pa3NNYMiA NPY CPaBHEHNN C HOPMOW

" CratmcTyeckasn 3Ha4YMMoCTb pa3r||/|q|/||7| npwv CpaBHEHNN MeXAY OTKPbITbIMU U 3aKPbITbIMW y4aCTKammn

KOXW

Xne6Hukosa A.H., CenesHesa E.B. YnsTpacoHorpaduueckmne npusHakmn 6onesHn boysHa

Puc. 3. CkaHorpamma 6onesnn boysHa (aatumk 75 MIu).
[MNep3X0oreHHbIN SNUAEPMUC OMHAKOBOW LMPUHbBI Ha BCEM
MPOTAXEHNN, C POBHBIM BHELIHVM 1 BHYTPEHHIIM KOHTYPOM
(pa3HOBMAHOCTB 2). [MNO3XOreHHas 30Ha onpeaenseTca B suae
00pa30BaHuA OKPYrIon GOPMbI C HEUETKUMY FPaHMLIaMM

OT YIbTpacOHOrpadMyecKkoil KapTUHBI SIUIEepMI-
ca CKaHOTpaMMbI 04aroB BB Obumn pasperneHsl Ha fiBe
pasHoOBUZHOCTH. B 6 (75%) cnyyasx (1-1 pasHOBUA-
HOCTb) OYaryl MpPeACTaB/IAIN COOOI TUIIEPIXOTEHHYIO
II0JIOCY HEPAaBHOMEPHOI TOJILIVMHBI, BOITHOOOPA3HOI
hopMBI ¢ TOYKOOOPA3HBIMI OTPOCTKAMU BITTYOb Jep-
MBI (puc. 2). B 2 (25%) cnyyaax (2-a1 pa3HOBUJHOCTD)
PErUCTpUPOBA/IN TUIIEPIXOTEHHBIN C/IOV OfMHAKOBO
IIVPVHBI HA BCEM NPOTSDKEHMI, C POBHBIM BHEIIHVM
¥ BHYTPEHHUM KOHTYpOM (puc. 3).

JlepMa ¥Mesa 4eTKoe OTTpaHMYEHME OT IOJKOXK-
HO-)KMPOBOJI KJIETYaTKU ¥ PaBHOMEPHYIO IIVPUHY,
B Hell ompemensNCh IMIIOIXOreHHBIE OOPA30BAHUL,
PAacIIONIO>KeHHbIe HEMOCPENCTBEHHO IIOf, SINepMM-
COM, HOJIOCOBUIHOI WM OKpyIIoi ¢opmbl, muddys-
HO-HEOTHOPOJHON CTPYKTYpbl. YeTKye KOHTYpBI OT-
MeYasIich B 6 cmydasax (75%) u pasMbITbie — B 2 (25%).
I[Tpu aTom nonocoByupHas GopMa BCTpedanach B O4a-
rax 1-it pasHoBupgHOCTM (CM. puc. 2), a OKpyrmas -
2-11 (em. puc. 3). CpenHie 3HaUYEHNMS TOMIIMHBI ATUJIEP-
MIICa, IepPMBI B 0Yarax MOpPakeHNst U KOJIIaTepabHbIX
y4acTKaX, a TakkKe DIYOMHBI PaCIPOCTPAHEHNA TUIIO-
5XOTEeHHBIX 30H ITPUBEJIEHBI B TAOTNIIE.

O6cyxpeHune

ITpy BBICOKOYACTOTHOM Y/IbTPa3BYKOBOM CKaHMPOBa-
HIM OTMEYaIOCh CTaTUCTUIECKN 3HAYMMOE YBEIMYEeHNE
cpefHelt MMPYHBI 3NuziepMuca B odarax bb mo cpashe-
HUIO C KOHTpJ/IaTe€Pa/JIbHBIMU, BU3YaJIbHO HEM3MEHEH-
HBIMM y4acTKaMu Koxxu (p <0,05). Busyansuposanoch
iBe €r0 PasHOBUIHOCTY — BOJIHOOOpasHas C MOYKO-
00pasHBIMU OTPOCTKAMM BITTyOb IepMBL U B BUJIE PaB-
HOMEpHOJI MO/IOChI, 00e VMMeNMV YeTKUII BHYTPEeHHUI
KOHTYP.
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M.X. Li u coaBT. Takke BusyanusupoBamu bBb
B BUJe BOIHOOOPA3HOIO TIMIIEPIXOT€HHOIO SINfep-
MIICa, OfHAKO TOJIIVHA €ro Oblla 3HAYUTENbHO OOTIb-
1e, YeM B HalleM ucciaegoBanuy, — 4804209 mxm [9].
BonHoo6pasHy10 0COOEHHOCTh IIOBEPXHOCTHOTO CTIOS
KOXI CBSI3bIBalM C M30BITOYHON KepaTMHU3AI[EN
U Haymm4meM akaHrtosa [8]. IIpu ynprpasBykoBoM cka-
HypoBaHuy o4aroB bb ¢ momompio faTunka gacroroit
20 MIL1 BBIABIEHO HECKO/IbKO Pa3sHOBUIHOCTEN 3IN-
IepMuca: B OONBIIMHCTBE CIy4aeB OH MMeN 3WUI3aro-
o6pasHyio GOpMY, B €IVHUYHBIX — ObII POBHBIM WJIN
MeCTaMM yTOJIIIeHHbIM [9]. YibrpasByKoBble 0COOEH-
HOCTH SIyfiepMuca ObUIO IPejIoKeHO JCIIONb30BaTh
B KauectBe m¢epeHnnanbHO-AMArHOCTNYECKOTO
IIpM3HAKa IpM aKTMHMYECKOM Keparose, bb n IIKP.
B nccnepoBanvm A.Q. Zhu u coaBT. anmpepMuc npu
AKTMHNYECKOM KepaTo3e UMeT pPOBHBbIE BHENTHUI
U BHYTPEHHMII KOHTYPbI U OAVMHAKOBYIO IIMPUHY Ha
BCEM CBOeM HPOTsDKeHNM, B odarax bb — BomHoO6Opas-
HYI0 GOpMy U HepaBHOMEPHYIO TOJILIMHY, a B O4arax
ITKP Habmiofanoch ero yokanpHOe OTcyTcTBHE [10].
Vicnionb3ys ynpTpa3ByKoBoil ITpeobpasosarens 45 MI,
L.I Petrella 1 coasT. ormcanu equuandHble o9aru bB kak
IIMPOKNI TUIIEPSXOT€HHbBIN SMUAEPMUC C AKAHTOTU-
YeCKMMM pa3pacTaHUAMM B JiepMy B BUJe aTUIIUYHON
TUIIO9XOTEHHON 06/1acT ¢ YeTKuMM Tpanmmamn [11].
CorzacHO HaIMM HaOMIONEHVSIM, B IepMe OIpefesisi-
JIUCh TUIIO9XOTe€HHble 00Pa3OBAHINsI, PACIIONIOXKEHHbBIE
HEMOCPENCTBEHHO MOJ AMUAEPMUCOM U MMEBLINE TI0-
JIOCOBUAHYIO Mn OKpyraylo ¢opmy. Hap mepsbivn
pacIionaraucs BOTHOOOpPAsHBIl SMULIEPMIUC, Hall BTO-
pbIMU — pOBHBIN. To/MMMHA TMIIO3XOT€HHBIX 30H pas-
NMYanach B 3aBUCUMOCTY OT JIOKaNIM3aluu o4aros bb,

JononHutenbHas nHpopmayms

OIIIHaHCVIPOBaHIIIE

Pabota npoBepeHa 6e3 nNprBReYEHNA AOMONHUTENBHOTO $UHAHCMPOBa-
HWA CO CTOPOHbI TPETBYUX NNLL.

KoHGNUKT nHtepecos

ABTOpr AeKNapupyT OTCYTCTBUE ABHbIX U MOTEHLUMAIbHbIX KOHd)ﬂVIKTOB
NHTEPECOB, CBA3AaHHbIX C ny6nMKauV|e|7| HacTosALlen cTaTbn.

Nutepatypa/References

OHa ObUIa CTATUCTIIECKN 3HAYVMMO BbIIIIE Ha OTKPBITBIX
yJacTKax Teja 110 CpaBHEHMIO C 3aKpbITbiMU (P <0,05).
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pasByka [9]. B Harirem mccenoBaHUM TMIO3XOTEHHbIE
30HBI MOIVIV VIMETb Pa3/lIN4yHOe NPOMCXOXKJEeHNEe B 3a-
BUCYMOCTH OT JIOKaJM3alyu. BepoATHO, B OMyXOAX,
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Tpar. B xofie JabHeMINX MCCIeOBAHNIT MBI HafleeMCs
HNOATBEPAUTD 3TO IPEIIOTIOKEHNE.

3aKnouyeHne

Hamu onpepeneHsl ynbTpacoHorpaguieckye IpusHaKku
bb npu ncnionb3oBaryy garanka 75 MI. K #uM oTHO-
CATCSI YTOJILEHHBIN SIIUIEPMIIC C YeTKVIM BHYTPEHHIM
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Y/IbTpacOHOrpadIdecKoil KapTUHBL: IIepBas — BOJHO-
00pasHbIl € IIOYKOOOPAsSHBIMM OTPOCTKaMM BITTyOb
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Ultrasonographic characteristics of Bowen's disease

AN. Khlebnikova' « E.V. Selezneva'

Background: Bowen's disease (BD), or squamous
cell carcinoma in situ, is an epithelium-derived
tumor with high oncogenicity. Nowadays, high
frequency ultrasonography is widely used for
non-invasive diagnosis of skin tumors. The results
of investigations into the echo signs of BD are con-
tradictory, while they based on the use of 20 and
45 MHz converters. To make intra-epidermal le-
sions visible, it is necessary to use sonographic
converters with at least 50 MHz resolution.

Aim: To determine ultrasonographic signs of BD
with the use of a high frequency 75 MHz sensor.
Materials and methods: We examined 8 patients
(2 women and 6 men) aged 38 to 86 years with
histologically confirmed BD diagnosis. With a high
resolution ultrasonographic system (75 MHz sen-
sor) we scanned 8 solid BD lesions and 8 visually
unchanged contralateral skin areas as controls,
measuring the epidermal and dermal thickness,
depth of hypodense areas in derma in the chosen
regions of interest.

Results: The ultrasonographic picture of the BD
lesions was characterized by hyperdense epider-
mis of two types: the first one (n=6) was of uneven
thickness and wave form, with budlike sprouts into
the dermal depth, while the second one (n=2) was
of similar width all through, with even external and
internal contours. Mean epidermal thickness in the
BD lesions was significantly different from that of
the contralateral visually unchanged skin areas
(192.37£75.48 vs 69.88+12.48 mcm, p=0.011719).

In BD lesion, there were intradermal hypodense ar-
eas located just under the epidermis; they includ-
ed diffuse and heterogeneous band-like struc-
tures in the type 1 lesions and round structures
in the type 2 lesions. The mean thickness of the
hypodense BD zones in the tumor located in the
open skin areas was bigger than that in those lo-
cated in the closed skin areas (1288.25+450.25 vs
585.75+150.62 mcm, p=0.025348).

Conclusion: With ultrasonographic scanning with
a 75 MHz sensor, we have identified the following
BD characteristics: thickened epidermis with an
even internal contour and hypodense intradermal
areas of diffuse heterogeneous structures, which
had the biggest depth in the lesions located in the
open skin areas. The ultrasonographic picture of
BD can be of two types depending on the combi-
nation of the main signs with different shape.

Key words: Bowen's disease, ultrasonographic
scanning, hypodense areas, hyperdense superfi-
cial layer
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Ponb TpaBMaTNYyeckoro dpaktopa
1 U30MOPMHON peakun B paHHEN
NMarHOCTUKE ncopuaTuyeckoro

dpTPUTA

KopeuikoBa KM.' « XncmatynnmHa 3.P!

O6ocHoBaHue. [lpy noucke peleHus npobne-
Mbl HECBOEBPEMEHHOrO BbIABIEHNA MNcopuaTu-
yeckoro aptputa (MA) y 6onbHbIX Ncopuasom
nepcreKkTUBHbIM HampaB/ieHNneM npefcTaBiaeTca
usyyeHve ponu rnybokoro ¢peHomeHa KebHepa
1 TpaBMaTm3aummn. Mbl 3aanncb BONPOCoOM: MOTyT
N N3MEHEHWA B CyCTaBax W CBA3KaX, BbI3BaHHbIE
TPaBMOW WM MOCTOAHHOW GU3NYECKOW Harpys-
KOW, ObITb aHAIOrOM KOXKHOW M30MOPdHO peak-
U1 npu ncopmase?

Llenb - onpepenutb K3MeHeHWA B CycTaBax
1 cBA3KaX Y 60/bHbIX NMCOPMa3oOM, BbI3BaHHblE Me-
XaHWYeCKMM CTPEeCCOM, a TakKe CBA3b 3TUX U3Me-
HeHui ¢ rny6okum peHomeHom KebHepa 1 MA.
MaTepnan n metoabl. B pamkax oTKpbITOro cpas-
HUTENbHOTO HepPaHAOMU3NPOBAHHOIO WUCCNeao-
BaHVA B MapasnnesibHbIX rpynnax o6csiefaoBaHbl
80 cTaumoHapHbIX 6ONIbHBIX NCOPMa3oM, Haxoas-
wuxca nog HabnopeHviem B [bY3 PKB N2 1 1. Yobl;
rpynny cpaBHeHuA cocTaBunv 80 CTaLMOHaPHbIX
60nbHbIX MA. [lepmaToBEHEPOSIOrOM NPOBeAEeHbI
aHKeTUpPOBaHME 11 OCMOTP MaLVEHTOB C BbIACHEHU-
€M aHaMHEeCTNYECKMNX AaHHbIX, CTEMEHN TAXKECTU
ncopvasa, creneHun aktusHoctu [MA. OueHusanu
Hanuyve N3oMopdHON peakLun B KOXe 1 OKOso-
CycTaBHbIX TKaHAX. C MOMOLUbIO peHTreHorpadpum
nccnefoBany CycTaBbl, MofBepramolyyeca Hau-
60rbLuen pyHKLUVOHaNnbHo Harpyske. [inarHos MNA
yCTaHaB/1Ban peBmaTosior.

Pe3synbTatbl. [auneHTbl 06enx rpynmn 6b11m cono-
CTaBMMbl MO BO3PaACTy, MOJIy, NMPOAOCIKUTENBHO-
CTn ncopuasa. bonesoit cHAPOM, CKOBaHHOCTb
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N OrpaHnyeHne MOLBVXHOCTU CYCTaBOB OTMe-
Yanucb He TOMbKO y GonbHbIX MMA, HO 1 y 3Ha-
ynTenbHoOM YactTu GoNbHbIX B rpynne mcopuasa
(c vacTtoton 35, 27,5 n 26,2% COOTBETCTBEHHO).
HecmoTpAa Ha TO uTO GONBWMHCTBO 6ONbHBIX
B rpynne rncopuasa He MpeabsBAsAAM aKTUBHbIX
*anob (65,0 npotve 0,0% B rpynne cpaBHeHUs,
p<0,001), KNMMHMYECKME MPU3HAKM BOCMANEHUA
CYXOXWINA 1 SHTE3NCOB B COYETAHUUN C COOTBET-
CTBYIOLLMM aHaMHE30M 6binv 06Hapy»KeHbl y 47,5%
(y 68,7% B rpynne cpaBHeHus; p=0,007). Mpwn
3TOM NpeobnagaoLym Npri3Hakom B 06eunx rpyn-
nax okasasca TeHAMHUT Kucten — y 40,0 (32/80)
B rpynne 6onbHbIX ncopuasom u 63,7% (51/80)
B rpynne 6onbHbix MA (p=0,003%), nopaxeHue
axunnoBa Cyxoxunua BcTpeyanocb y 17,5 (14/80)
n 52,5% (42/80) (p<0,001), nepuapTUKynApHbIN
oTek — y 27,5 (22/80) n 63,7% (51/80) cootBeT-
cTBeHHO (p<0,001). CoyeTaHne 3TVX MPU3HAKOB
C ncopuaTyeckumm bnalKamm B JlaHHoO 06nactu
Habntoganocb y 32,5 (26/80) n 92,5% (74/80) 6onb-
HblX cOOTBeTCTBEHHO (p<0,001). ConocTaBneHue
KNMHUYECKUX JaHHbIX C pe3ynbTaTamMyl PeHTreHo-
NOTMYECKOro MccnefoBaHUA Nokasano: 38 6onb-
HbIX MCOPMAa3oM C BrepBble BblABAEHHbIM [MA
MMeSIN NOBbIWEHHYI0 GU3NYeCcKylo Harpysky Ha
NMopaeHHble CyCTaBbl, @ TaKXKe MPU3HaKu rny-
60KoI 1M30MOpPdHOW peakunmn (MPr3HAKKN TeHau-
HWTa, NepUapTUKYNAPHOrO OTeka WX dHTe3uTa
B6/IM3M MOpPaXKeHHbIX CycTaBoB). B obeux rpyn-
nax Havbonee uacton dopmon A okasanacb
auctanbHas: y 63,2% (24/38) 60nbHbIX C BHOBb

AnarHoctupoBaHHbIM MA 'y 58,7% (47/80) 605b-
HbIX C paHee AnarHoCcTUpoBaHHbIM MNA (p=0,648).
3akniouyeHme. opaxeHne OKONOCYCTaBHbIX TKa-
Hell, a TakXKe paHHWe, B TOM YMCIie BOKNHUYECKNe,
PEHTreHONOornYeckme M3MeHeHVA CyCTaBOB Mpu
ncopuase MoryT ObiTb CBA3aHbl C MOBbILIEHHOW
dusmyeckor Harpyskor 1 rnybokum beHomeHOM
KebHepa. /iImeHHO No3ToMy Y 60JIbHbIX NICOPUasoMm,
[aXke He MMELMX KIIMHUYECKMX npoaBneHnin MA
N He MpeabABNAWMX COOTBETCTBYIOLMX Xanob
Ha nprieme LepMaTOBEHEpPOsora, PEKOMeHAyeTca
NpoBOANTb MOAPOGHBLIN COOP aHAMHECTUYECKMX
IaHHbIX C BbIAICHEHNEM BUJa AeATeNbHOCTY 1 ne-
PEHeCceHHbIX TPaBM, a TakXe BM3yasibHO 1 Nasibna-
TOPHO MCCNef0BaTb OKONOCYCTaBHble TKaHu (Mapa-
TEHJOH U SHTE3MCbI) ¥ UCMONb30BaTb NOMYYEHHbIE
JaHHble AN CBOEBPEMEHHOIO MPOBEAEHNA PEeHT-
reHorpaduy, KOHCYNbTUPOBaHWA PEBMaTONOroM
n gnarHoctmkm MA.

KnioueBble coBa: MNCOPMATUYECKUI apTPMUT,
TPaBMa, MeXaHNYeCKnin cTpecc, peHomeH KebHepa

Ana umtupoBaHua: Kopewkosa KM, Xucmatyn-
nviHa 3P. Ponb TpaBmaTu4eckoro $aktopa v M3oMop-
GHOW peakUWy B paHHeW AMarHOCTUKe ncopuaTunye-
CKOro apTpwTa. AnbMaHax KIMHWYECKOW MeauLMHbI.
2022;50(7):420-427. doi: 10.18786/2072-0505-2022-
50-030.

Moctynuna 21.06.2022; popabotaHa 05.09.2022; npu-
HATa K nybnukaumm 12.09.2022; onybnvkoBaHa OH-
naH 10.11.2022
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copuarndecknit aprput (ITA) - xpoHuye-

CKOe CepOHeraTUBHOE 3ab0jIeBaHIe, IPU

KOTOPOM IOpaKaloTcs nepudepudeckme

CyCTaBbl, INO3BOHOYHUK U CYXOKM/Ib-
HO-CB304HbIT anmapar [1]. B 80% cnyyaes ITA pas-
BIBAETCA B TeUeHMe HeCKOJIbKMX JIeT II0CTIe IIcopuasa
[2]. Opnako ITA y 60NBHBIX IICOPMA3OM 4acTO Aya-
THOCTHUPYeTCA HeCBOEBPEMEHHO, K 4eMY IIpefpacIio-
JIaraloT ero KJIMHIYecKas FeTepOreHHOCTD, CXO[CTBO
C IPYTUMM apTPUTAMU WIM CKPbITOe TedeHue [3].
Henuarnoctuposannbi ITA umerot fo 27% 607b-
HBIX IICOPMA30M, HAOTIOAIOIIUXCS Y lepMaTOBeHe-
porora [4-6].

Ponp TpaBMBI Kak Tpurrepa 3aboneBaHMs NpK
ncopuase u IIA aktuBHO wusywaerca [7]. B 50-
70% cmy4aes y 60ONbHBIX ONpefiensieTcs u3oMopdHas
peaknyA — pasBUTNE IICOPUATIYECKNX BBICHIITAHNI
Ha 3[0poBOii KoXe B TedyeHue 10-20 pgHelr mocnme
MeXaHNMYeCKOro pasfipa>keHMA. BpIckasaHO Takke
IpeANoIoKeHIe, YTO N30Mop(dHasA peakusa pasBu-
BAeTCsI U B OLOPHO-JBUTATebHOM aIIapare y 60/b-
Heix [TA [7-9]. HekoTopble aBTOpBI Ha3bIBAIOT 3TO
posiBleHNeM rnybokoro ¢penomena Kebuepa n 065-
ACHAIOT €r0 KaK pe3yIbTaT M30BITOYHON peaKIy
Ha TpaBMAaTM3aLMIO, KOTOpas IMPUBOAUT CHavasa
K 9HTE3UTY, 3aTeM K JaKTWINTaM u aptputy [9-11].
3aMeyueHO, YTO SHTE3UTHI U TEHAMHUT HEPeJKO pas-
BMUBAIOTCA paHbllle, 4eM apTpUT, a Hambojee 4acTo
npu ITA mopa’kaloTcs IMCTaNbHBIE CYCTaBBI (KUCTeIl
U CTOI), KOJIEHHbIE, a TAaK)Ke CYCTaBbl II03BOHOYHU-
Ka — TO eCTb CYCTaBbl, VICIIBITBIBAIOI[/E BBICOKYIO
¢dusmyaeckyio Harpysky [12-14]. B cBsi3u ¢ aTuM MbI
3aJaMuch BOIPOCOM, MOXET /M TpaBMaTU3alusd
BBI3BIBATb U30MOP(HYI0 PEaKINi0 B ONOPHO-IBUTA-
TEeJIbHOM allllapaTe I CI0coOCTBOBATD pa3BuTuIo ITA
Ipy Icopuase.

Llenp mccmemoBaHMUA — OIpeNeIUTb M3MeHe-
HIA B CYCTaBax U CBA3KAaX y GONbHBIX IICOPUA3OM,
BbI3BaHHbIE MEXaHUYECKUM CTPECccOM, a TaKXKe X
cBA3b ¢ Iy00oKuM penomeHoMm Kebuepa n ITA.

Matepuan n metoabl

[TpoBeeHO OTKpPBHITOE CpPaBHUTEIbHOE HEPAH[O-
MU3MPOBAHHOE MCCIefJOBaHMEe B TapajIelbHbIX
rpynmax. I'mmoresa mcciemoBaHMA: IIOBBILIEHHAS
¢dusuyeckas Harpyska M TpaBMa MOTYT BBICTYIIATh
HeOIarompysTHBIM IPOTHOCTUYECKUM (PaKTOPOM
passutuA ITA U JOMKHBI OLIEHMBATHCA Y OONBHBIX
ncopuasoM. IIpoBepka runoTessl IpOBOANUIACH IIO-
CPeACTBOM CpPAaBHUTENIBHOTO aHa/lN3a pe3ylIbTaToB
UCCIIeTOBaHNA.

Kpurepun BKIIOUEHMS B MCCIeOBaHME: IOJ-
TBEPXKAEHHDII AMArHo3 «mcopuas» (s TPyNIbl
CPaBHEHMUs — «IICOPMATMYECKMIT apTpPUT»); BO3PACT

Kopewkoea K.M., Xucmamysnnura 3.P. Ponb TpaBmMaTyeckoro ¢paktopa 1 3oMOopPHOI peakLmn B paHHEN A1arHOCTVIKE NCOpUaTMYECKOro apTpuTa
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or 18 o 70 meT; OTCYTCTBME APYrUX 3aboneBaHUIL
OIIOPHO-IBUTATE/IPHOTO  aIlllapara;  OTCYTCTBUE
APYIUX CUCTEMHBIX 3a00/IeBaHMIl B CTaZUM JEKOM-
MeHcalMn, OCTPBIX 3ab0IeBaHmil, 000CTPEHMIT XPO-
HUYECKUX 3a00/1eBaHMIL, OHKOIOTMYECKUX 3a601eBa-
HIIT; TIOfIIMCaHNe MALMeHTOM MHPOPMUPOBAHHOTO
cormacus Ha y4acTue B ucciefgoaHuu. Kputepun
HEBK/IIOUEHM S B UCCIIefOBaHYe: OTCYTCTBIe UHPOP-
MUPOBAaHHOTO COIZIACKs, BO3pacT MeHee 18 mau 60-
nee 70 y1eT, 6epeMeHHOCTb, TAKTALNsI, YIaCTUE B APY-
T'UX UCC/IEOBAHUAX.

ViccnemoBanue mpoBofunaoch B ycrnopusax I'bY3
PKBJI Ne 1 1. YsI ¢ centa6ps 2020 mo mait 2022 r.
Kaxpp1it marmeHT ObII OCMOTPEH HE€PMaTOBEHEPO-
JIOTOM M peBMaTOJOroM. ITpomomKuTebHOCTD WC-
cnenoBaHuA coctaBuiaa 1 rog 9 mecaues. IIporokon
MCCTIeOBaHMsI OOOpEH JTOKabHBIM 3TUYECKUM KO-
MmuteToM (mpoTokon Ne 3 ot 18.03.2020).

B uccnepopanun npunAmm ydactue 80 cranmo-
HAapHBIX OOJIBHBIX IICOPMA30M, HAXOVBIIMXCS IIOJ
Habmonenuem B 'BY3 PKBII Ne 1 r. Ydsr u nomy-
YaBUIMX CTAaHJAPTHYIO Tepalyio Icopuasa: Tonuye-
CKM€ ITTIOKOKOPTUKOCTEPON/IbI, CANIIMIOBYIO Mas3b,
BUTaMIHBI, TI0 TIOKa3aHUSIM — METOTpeKcar (B [j03e
10-15 Mr B Hefeno). [pymnny cpaBHeHMsT COCTaBUIN
80 6ompubIx ITA, monyyaBuIne CTaHZAPTHYIO Tepa-
nMI0 TCcopuasa, HecTepoMJHble MPOTMBOBOCHANN-
Te/IbHBIE CPEZCTBA, IT0 MOKa3aHMAM — METOTpeKcaT
(10-15 Mr B Hepento). IIpoBeeHO aHKeTHMPOBaHUE
BCeX YYACTHMKOB C BBISICHEHNEM aHaMHeCTIYe-
CKUX J[IaHHBIX, BK/IIOYasA [JUTENbHOCTb IICOpHMasa
n ITA, 9acToTy U IpOJO/KUTENBHOCTD PELUINBOB.
CreneHb TAXKeCTU ICOpuasa OINpefiesAaN C MOMO-
LIBI0 MHJIEKCAa TsDKeCTM Icopuasa (aHrn. Psoriasis
activity and severity index, PASI), rme 3HaueHme
or 10 go 20 6amnoB COOTBETCTBOBANIO CpEHEIL,
a Oomee 20 6a/IOB — BBICOKON CTEIEHU TAXKECTU
ncopuasda. AKTUBHOCTb IIA oLleHMBanyu mo 4UCITy
6onesnennbix (Y6C) mwim npunyxummx (YIIC) cy-
CTaBOB, IJie HU3KasA aKTUBHOCTb YCTaHaB/IMBAaIach
npu YBC/UIIC<5, oTCyTCTBUM pPEHTTEHONIOTMYe-
CKOJI leCTPpYKLmu ¥ PyHKIIMOHAIBPHBIX HapYIIEeHMIT;
cpepusas — npu YbC/YIIC > 5, enHNIHBIX BEeCTPYK-
LMAX, YMEPEHHBIX (YHKI[MOHATBHBIX HAPYIICHMIX;
BbIcokasA — npyu YBC/YIIC>5, oTcyTCTBMM OTBETa
Ha Tepamyio, BBIPAXXEHHBIX AECTPYKUMAX U (YHK-
LMOHANIbHBIX HApPYyUIEHMAX. OHTE3NChbl OljeHMBa-
mu 1o nHpekcy Leeds Enthesitis Index (LEI) B Tpex
[ApHBIX TOYKAX: B OO/MACTY aXMIIOBA CYXOXKMINS,
JaTepasbHOrO HafIMBIIIe/IKa IIJIe4eBOY KOCTHU, ME-
a/IbHOTO MBIIeNIKa 6egperHolt KocTu. [Ipu manbma-
LUV OIpefie/IA/IOCh Ha/ln4ye VI OTCYTCTBUE 00U
[0 Tpajanuu: «ecTb 60/mb» — 1 6amr, «HeT 60mm» —
0 6annoB [15]. TeHAMHUT OLIEHMBA/IX Ha OCHOBAHUU
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Tabnuua 1. KnH1ko-aeMorpaduyeckre xapakTepucTkm NaumeHTos

MNapametp lpynnancopwasa [pynnallA 3HaueHve p
(n=80) (n=80)

Bospacr, rogbl, M+m 40,57 £7,45 43,16+8,62 0,82

BospacTt Hauana 3abonesaHus, rogbl, 21,42+5,54 19,22+6,24 0,791
M£m

MpofomknTenbHOCTb 6oNe3HN, rofbl, 17,363,116 18,28+4,13 0,859
M£m

Mcopwra3 Ha MOMeHT ocMoTpa, abe. (%) 80 (100) 80 (100) > 0,05

Mcopwas B aHamHe3e, abe. (%) 80 (100) 80 (100) > 0,05

CeMeiiHblii aHaMHe3 ncopurasa, abe. (%) 45 (45,5) 63 (63,0) 0,002

PASI, 6annbl, M+m 13,11+£1,29 18,23+2,07 0,037

YacTtoTa peunanBsoB B rog, abc., M+m 1,9+0,34 2,7+0,12 0,027

[nutenbHocTb peunamnea, AHN, M+m 23,4+3,7 36,8+5,5 0,044

M - cpepiHee, m - cTaHAAPTHOE OTKNIOHeHWe cpeaHero, PASI — nHAEKC NNoLWaamn 1 TAXeCTU NopakeHna

ncopwuasom, NMA — ncopraTnyeckunii apTput

Ta6numua 2. YactoTa %anob co CTOPOHbI ONOPHO-ABUIATEIbHOTO annapara v PasnnyHbIX BULOB

nedatenbHocTu, abe. (%)

Buia xano6/Bup featenbHocTn” lpynna lpynna MNA 3HayeHve p
ncopuasa (n=80)
(n=80)
Boneson cnHgpom 28 (35,0) 80 (100) < 0,001
YTpeHHAA CKOBaHHOCTb B CyCcTaBax 22(27,5) 60 (80,0) < 0,001
OrpaHunyeHve NoABUXHOCTN B CycTaBax 21(26,2) 57 (71,2) < 0,001
Bbonu B cnuHe 6(7,5) 24 (30,0) < 0,001
He npeabasnanu xanob 52 (65,0) 0 < 0,001
[leAaTenbHOCTb CBA3aHa C Harpyskom menkmx 44 (55,0) 57 (71,2) 0,034
CyCTaBOB
[leAaTenbHOCTb CBA3aHa C HarpysKom 36 (45,0) 49 (61,2) 0,040
KPYMHbIX CyCTaBOB
[leAaTenbHOCTb CBA3aHa C Harpy3Kom 12(15,0) 28 (35,0) 0,004
NMO3BOHOYHMKA
MaureHT nepeHec TpaBMy ONOPHO- 6(7,5) 10(12,5) 0,292

ABUraTeNibHOro annaparta

MA - ncopuatnyecknin apTput

Y% OOHOro nauneHTa MoXxeTt 6bITb nepeceyeHve BngOB AeATENbHOCTW MO AAHHbIM aHaMHe3a

[aJIBIIATOPHOI OOIE3HEHHOCTH 110 XOAY CYXOXKMIINI
crubareneit manbieB. OueHKY 130MOpGHON peak-
LIMM B KOXKe NpoBoauIu B TedeHue 10-15 guein nocie

422

TPEHMs y4acTKa KOXKMU, CBOOOTHOTO OT BBICHIITAHUIL.
Hanmune riy6okoit m3oMopHOI peakuuu oImpe-
mensAny KIMHUYeCKM (0 HaMM4YMIO TeHAVHUTA, 9H-
Te3WUTa, OTeKAa OKOJIOCYCTABHBIX TKaHeil B 00IacTn
CYCTaBOB, UCIIBITHIBAIONINX BBICOKYIO HaTpy3Ky/Mu-
KPOTPaBMATHU3aINI0) ¥ MHCTPYMeHTa/nbHO (0630p-
Has peHTreHorpadus).

CraTucTU4YeCKMil aHA/IN3 BBIIOTHANN C VCIO/b-
3oBaHMeM nporpammel Statistica 12.6 (Dell Software
StatSoft, CIIIA). HopmanbHOCTb IIEpeMEHHBIX OIIpe-
nenAnu ¢ nomobilo Kputepusa Konmoroposa. Ilpn
HOPMa/IbHOM pacIpefle/leHMM PacCUMTBLIBAIU Cpefi-
Hee (M) u cTaHAgapTHOE OTK/IOHEHMe cpefHero (m),
Ipy HeHOpManbHOM — MefuaHy (Me) n kBapTuu [Ql;
Q3]. Ilpy HOpMaIBHOM pacIIpefie/IeHUN IS CpaBHe-
HUA HeCBA3AHHBIX IIPU3HAKOB MCIIOIb30BaNN t-Kpu-
tepuit CTbIOJIeHTa, IIPU HEHOPMATbHOM — KPUTEepPUil
Manna - Yutan. [Ipu cpaBHEHMM KOMMYeCTBEHHDIX
IIOKa3aTesIell B IIepLeHTIUIbHBIX JUalla30Hax 3a I'pa-
HUIIBI HOPMBI IIPMHMMANINCh pedepeHTHble 3Hade-
HUS OpusHaka (MeXay 2,5 n 97,5 mepLeHTUIAMN).
IIpu cpaBHeHMM YaCTOT IPUMEHSIU KpUTepuir x>
IMupcona u pBycTOpoHHMII KpuTepuit Pumepa.
Pasnuumsa mokasaresneil CUMTAANUCh CTAaTUCTUYECKNU
3HaYMMBbIMU 11pu ypoBHe p <0,05.

PesynbTatbl

YuyacTHMKN nceneoBaHMA

Bcero B mccnemoBanmy npunAnu ydactue 160 ma-
LIMEHTOB: OCHOBHasA rpynna — 80 6OJIbHBIX IICOPU-
asoM (51 My>xumHa M 29 >KeHIIVH, CpefHUIl BO3-
pact 40,57 ropa), rpynmna cpaBHeHMs — 80 6OTBHBIX
ITA (48 MyxumMH M 32 >KEHIIMHBI, CPEHMII BO3-
pacr 43,16 ropa) (p=0,82). Kak BupgHO 13 HaHHBIX
Tabs1. 1, manyeHTsl B IPyIIIax ObIIM TaKXKe COIOCTa-
BUMBI 110 BO3pacTy Havana (p=0,791) u mpopomxu-
tenpHOCTH (p=0,859) 3aboneBanus. Y Bcex 6o0ib-
HBIX B aHAMHe3€e ObUI ICopMas 1 JUarHo3 Icopuasa
OB IIOATBEP)K/IeH Ha MOMEHT OCMOTpa. Y GONBHBIX
ITA B 1,4 pasa 4allle BBIAB/IAJICA CEMENHBINI aHAM-
Hes ncopuasa (p=0,002), yacToTa peuyuBoB OblIa
Bolle B 1,42 pasa (p=0,027), cpeHsis JINTENbHOCTD
peunpuBa — B 1,57 pasa (p=0,044) o cpaBHeHMIO
¢ OONBHBIMU M3 TPyHIbl mcopuasa. B rpymme ITA
TaK)Xe 0Ka3anoch Oosiee BBICOKMM CpefjHee KOomude-
cTBO 6annoB o nHIekcy PASI - 13,11 u 18,23 6anma
(p=0,037).

VccnenoBaHue CyCTaBHOrO CUHAPOMA ¥ GU3NUEeCKoN
HarpysKn

Bonesoit cunapoM ormedancs y Bcex (100%) 6omb-
HbIx [TA n'y 35% 60nbHBIX ICOpuasom (p < 0,001), mpu
9TOM MHOTIJe TALVeHTH B OCHOBHOJ TpYIIle paHee
He co061ann 06 3TuX >Kanmobax epMaTOBEHEPOJIOTY

OpI/IFI/IHaJ'IbeIe CTaTbW
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Ta6nuua 3. HacToTa nposasneHuin eHomeHa KebHepa y 60/bHbIX MCOpUazom
1 NCOPYATMYECKNM apTPUTOM, abc. (%)

Jlokanuzauma lpynna lpynna MNA 3HaueHue p
ncopmasa (n=80)
(n=80)

Koxa 66 (82,5) 75(93,7) 0,028

ny6okui peHomeH KebHepa (y 0aHOro 6051bHOr0 MOXeT ObITb COUYeTaHUe MPU3HAKOB):

TEHAUHUT (K1CTen) 32(40,0) 51(63,7)
«COCUCKOOOPa3sHbIe» NanbLbl 11(13,7) 26 (32,5)
3HTE3MT B 06/1aCTV laTepanbHOro 13(16,2) 27 (33,7)

HaMblllenka njeyeBon KOCTH

3HTE3UT B 06/1aCTV MeAnanbHoOro 19 (23,7) 33(41,2)
MblLLenka 6egpeHHO KOCTU

3HTE3MT B 06/1aCTN axunnoBa cyxoxmnua 14 (17,5) 42 (52,5)

60ne3HEHHOCTb B 06/1aCTN OCTUCTBIX 23 (28,7) 63 (78,7)
OTPOCTKOB

nepuapTUKyNAPHbIA OTEK 22(27,5) 51(63,7)

6071eBOI CYHAPOM + KOXHble 26 (32,5) 74 (92,5)
BbICbINaHms"

60/1eBOI CYHAPOM CBA3AH C POAOM 38 (47,5) 55 (68,7)
neatenbHocTn™

0,003

0,005

0,011

0,019

< 0,001

< 0,001

< 0,001

< 0,001

0,007

MNA - ncopmatnyeckuit apTput

"Nokanu3aumsa 6011 1 BbICbINaHWii COBNagaeT

HJ-|0Ka,l'lI/I?SE;‘LII/IFI 6onu COOTBETCTBYET CyCTaBaMm, UMeLWnm HaVI60ﬂbLLIyI0 d)yHKLU/IOHaI'IbHyIO

Harpysky / nepeHecLLMM TpaBmy

(Tabm. 2). YTpeHHsIs1 CKOBAHHOCTD B CYCTaBaxX y 60JIb-
HbIx ITA orMeyaach B 2,72 pasa yale, 4eM y 60Jb-
HBIX mcopuasoM (p<0,001), orpaHuYeHMe TORBIK-
HocTM — B 2,71 pasa vame (p<0,001). Bonn B crimue
IPaKTUYeCKI He PerUCTPUPOBAIUCDH Y OOIbHBIX IICO-
puasoM (7,5%), HO BBIABJIAIUCD IIOYTY Y TPeTHU 60JIb-
HbIX ITA (30,0%, p <0,001). bonpuble ITA yaie yka-
3bIBA/IM HA JIESITE/IBHOCTD, CBSI3AHHYIO C HAaIPY3KOIl
Ha MeJIKye CYCTaBbl (KUCTell U CTOII), 4eM OONbHbIe
ncopuasoM (71,2 n 55,0% cooTBeTCTBEHHO, p = 0,034).
JlesATenbHOCTD, CBA3AHHYIO C HATPY3KOJT HAa KPYIIHbIE
cycTaBbl, oT™Medanu 61,2 u 45,0% 60JIbHBIX COOTBET-
crBeHHO (p=0,04). Cpenu 6onbubIx ITA B 2,3 pasa
vamie paboTa Obl/Ia CBsI3aHA C HArpy3KOIl Ha CycCTa-
BbI 1T03BOHOUYHMKA (35,0% npoTtus 15,0%, p=0,004).
TpaBMbl B aHaMHe3e yKasblBano HeOOJbIIOe KO-
YeCcTBO IanueHToB — 7,5 m 12,5% CcOOTBETCTBEHHO
(p=0,292).

VccnepoBaHme M30MOPGHON peakumm
Kak BupgHO 13 faHHBIX Tab1. 3, u3oMopdHas peak-
o1 B KOXXKE€ HECKOJIBKO 4allle BbIAB/IATIACH y 6OIII)HI>IX

ITA, yem ncopmasom, — B 93,7% npotus 82,5%, HO
pasmmuuA He ObUIM CTATUCTUYECKM 3HAYMMBIMU
(p=0,028). YacTo perncTpmpoBani MOKaIbHY 60-
TIE3HEHHOCTD IIPY Ta/JIbIIalluM KUCTEN IO X0y CyXO-
Xunmit crubaternedt, Ho npu ITA - B 1,59 pasa yarne
(p=0,003). CUMITOM «COCUCKOOOPA3HBIX» IAJIbIIEB
(B0 peHTTeHONOrMYecKOTro MCCIeOBAaHNsA) OIpefe-
nancay 32,5% 6ompubIX ITA - B 2,36 pasa vaiie, ueM
y 6ombHbIX mcopuaszoMm (13,7%, p=0,005). IIpu uc-
clefoBaHNM 9HTEe3MCOB 1o uHjekcy LEI mokanbHas
60J1e3HEHHOCTD BO BCEX TPEX TOUKAX CTATUCTUYECKN
3HAYMMO 4Yallle BBISBIAIACH Y OOIBHBIX C AMATHO-
crupoBaHHbIM ITA, Hexenn y 6ONbHBIX ICOPUA30M.
BonesHeHHOCTD B 06TaCTM OCTUCTBIX OTPOCTKOB Ha-
6moganace B 28,7 u 78,7% Cily4aeB COOTBETCTBEHHO
(p<0,001), HeperKO BBIABIIAICS IIEPUAPTUKYIISAPHBII
OTEK Pa3NINYHONM JIOKanmsauuu — B 27,5 u 63,7% cny-
gaeB (p <0,001). IToutn y Bcex 6onpubix ITA (92,5%)
JIOKQ/IM3aLVsI KOKHBIX BBICBIIIAHMIT U 6OIEBOTO CUH-
IpoMa COBIajamy, OCOOEHHO B 00/IacTM KIUCTeNl,
CTOII, JIOKTEBBIX CYCTaBOB (B TpyIIIIe GOIBHBIX ICO-
puasoM -y 32,5%, p<0,001). ITpu saTom y 38 (47,5%)
6OIBHBIX U3 IPYIIIBI TIcOpuasa u y 55 (68,7%) 6omb-
HBIX 13 Irpynnsl ITA 6omeBoit cMHAPOM Habogancs
HEIIOCPEACTBEHHO B O0/IACTY CYXOXKUIBHO-CBA304-
HOTO amIapara CyCTaBOB, ITOJBEPraloUIMXca MexXa-
HUYECKOMY CTPecCy, WM B 06/1acTU IepeHeceHHOI
TPaBMBI.

PeHTreHorpaduueckoe UccnefoBaHmne

Bcem 6ONMBHBIM C HpPOSIBICHUSAMHU ITTYOOKOM U30-
MOpGHOII peakIyl, a TAK)Ke MalieHTaM, Y KOTOPBIX
Hab/II0fjaach OfMHAKOBAs JIOKANMM3AIMsA KOXHBIX
BBICBHIIIAHVII 1 6OJIEBOTO CYHJPOMa, OblTa BBINIOTHE-
Ha 0030pHas peHTTeHOrpadus COOTBETCTBYIOLIE
obnacTy, IpyruM IalMieHTaM peHTreHOrpaduio BbI-
MOTTHANMN MCXOAA U3 JIOKaNM3aluy KINHUYECKOTO
IpOsABJIEHNsI HTE3UTa/IePUapPTUKYIAPHOIO OTeKa
UV JAaHHBIX aHAMHe3a. PeHTreHomorndeckne usme-
HeHUs ObUIY BBISIB/IEHBL y 55,0% B rpyIie 60MTbHBIX
ncopuaszoM (100% — B rpymnme cpaBHeHus, p <0,001)
(tabm. 4), u3 HUX paHHsAA cragusa — y 31,2%, II cra-
mua - y 23,8%. PenTreHonormyeckue M3MeHEHNS,
coorsercrByromue III mnm IV craguam mporpec-
CUPOBaHUA, Cpefy OONbHBIX IICOPUA30M BBISAB/ICHBI
He ObUIM, TOTZIA KaK B IPYIIIle CPaBHEHMS PETUCTPU-
poBayuch y 51,3% 6onbHbIX. KonnudecTBo 60/IBHBIX,
Y KOTOPbIX OJJHOBPEMEHHO BBIAB/IANACH IIOBBILIEH-
Has Harpyska Ha JICC/IeHOBaHHbBIE CYCTaBBI (B TOM
4MCTIe IepeHeceHHas TpaBMa), Ipeobiajjano B IpyI-
mie ITA (88,7% nporus 47,5%, p < 0,001). OnHako ecnu
paccMaTpuBaTh TOMBKO OONBHBIX C PEHTIEHOIOTH-
yeckuMu n3MeHeHuAMn (55,0% B rpymnne ncopmasa
n 100% B rpymme cpaBHeHus, p<0,001), cpemu HUX

Kopewkoea K.M., Xucmamysnnura 3.P. Ponb TpaBmMaTyeckoro ¢paktopa 1 3oMOopPHOI peakLmn B paHHEN A1arHOCTVIKE NCOpUaTMYECKOro apTpuTa 423
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Tabnuua 4. PeHTreHonornyeckmne faHHble y 601bHbIX Ncoprasom 1 NCopnaTnyeCkMm apTprUTOM,

abc. (%)
CTapna peHTreHoNornMyecKknx n3MeHeHnim lpynna lpynna MNA 3HayeHune p
ncopuasa (n=80)
(n=80)
Bcero 60/bHbIX C PEHTFEHONOrNYECKNMM 44 (55,0) 80 (100) < 0,001
N3MeHeHUAMU, B TOM Uuncse:
| cTagmna 25(31,2) 0 < 0,001
Il ctagua 19 (23,8) 39(48,7) 0,002
Il cragma 0 37 (46,3) < 0,001
IV cTagua 0 4(5,0) 0,043
M3 HMX NauneHTOB C NPOABIEHNAMMN 38/44 (86,3), 71/80 (88,7) 0,697
TpaBMaTM3auum’ 1 n3omMmopdHon 38/80 (47,5) < 0,001

peakumen

MA - ncopuatnyeckunii apTput

“BK/l0Yan NaumneHToB ¢ nepeHeceHHoN TpaBMoW CycCTaBa

Tabnuua 5. Paznnutble Brbl CYCTaBHOTO CUHAPOMA Y B0MbHbBIX C AMArHOCTUPOBAHHbBIM
ncopvaTMyecknm apTpuTom, abe. (%)

Bup cyctaBHoro cuHpgpoma (L40.5) lpynna lpynna NA 3HaueHve p
ncopuasa’ (n=80)
(n=38)
ACMMETPUYHBIA MOHO-ONNTOapPTPUT 6(15,8) 6(7,5) 0,164
[ucTtanbHas dopma 24 (63,2) 47 (58,7) 0,648
C/YMMeTPUYHbBIV MOIMapTPUT 5(13,2) 20 (25,0) 0,142
Mcopuatnuecknii cnoHgnnuT 3(7.8) 4(5,0) 0,534
MyTunupytownin apTpuT 0 3(3,8) 0,227

L40.5 - wndp cornacHo MexayHapoaHom Knaccudukaumm 6onesHeit 10-ro nepecmotpa, MA - ncoprati-
yeckuin apTput

"BKJl0Y€HbI TONbKO 60sbHbIE rpynnbl ncopnasa C Bnepsble ANarHOCTUPOBAaHHbIM MNA

OONBHBIX C IMPOABIEHMAMM ITyOOKOI M30MOpPh-
HOII peakumyu ObUIO NPUMEPHO OAMHAKOBOE KO-
1ecTBO — 86,3 u 88,7% coorBercTBeHHO (p=0,697).
TakyuMm 06pa3oM, B 06eux Ipynmax peHTTeHOIorude-
CKUe M3MeHeHMs 1 (usmyeckas Harpyska/IepeHe-
CeHHasl TpaBMa COYETa/INCh OAHAKOBO YacTo.

KoHCymnbTpoBaHye peBMaTonorom

M3 44 O6OMBHBIX IICOPMA30M, MMEIOUIUX pEeHTTe-
HoOMoruyveckue musMeHenms, [IA O6bIT AuMarHocTu-
poBaH peBmaronoroM y 38 OonpHbIX (6 manum-
eHTOB MMeNM MPMU3HAKYU [PYroro 3aboeBaHNus)
(tabm. 5). Cpegy ocraBmmxca 36 u3 80 B rpymnme
6O/IBHBIX [ICOpMa3oM 28 MAL[MeHTOB MMEIN Te WU
VHBIe KIIMHUKO-aHAMHECTUYeCKIe TaHHbIe B [IO/Ib3Y
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MUKPOTpPaBMaTHU3ALMHU CYCTaBOB (B TOM 4MCTIe Iiepe-
HECeHHYI0 TPaBMY), 8 IAalMeHTOB He VIMe/IN HM Ka-
7100, HM TIOpa’keHMsI OKOJIOCYCTaBHBIX TKaHeil. ¥ Ia-
L[MI€eHTOB C BHOBb JjuarHocTupoBaHHbIM ITA (n=38)
Hambosiee 4acTO BCTpevanach AUCTanbHas (opma
(63,2%); onMMroapTpUT U CUMMETPUYHBIN IOIMAp-
TPUT ObIIY BBIABIEHDI ¥ 15,8 1 13,2% COOTBETCTBEH-
HO. AHajornaHoe pacupegenenne ¢popm IIA mo ga-
CTOTE OTMEYEHO U B TPYIIIIe CPABHEHN: JUCTA/IbHASA
¢dbopma BcTpevanach y 58,7%, CMMeTPUUIHBII TTOTI-
apTpuT - y 25,0% u onuroaptpurt -y 7,5%. Bo Bcex
napax, HOJIe/IEeHHBIX 10 TUITYy CYCTaBHOTO CHMHIPOMA,
OTCYTCTBOBa/la CTATUCTMYECKN 3HAYMMas pasHUIA
(p>0,05). Takum 06pasoM, y GONBHBIX IICOPUA3OM,
KOTOpPBIM Obl/Ia Ha3Ha4eHa peHTreHorpadus cycra-
BOB COIJIACHO aHAMHECTHMYeCKUM [JaHHBIM U KJIHU-
HIYeCKOMY WCCTIeflOBaHNI0 TITy6oKoro dQeHoMeHa
Ke6Hepa, qyacToTa pa3muyuHbIX pOpPM BIIEPBbIE BBIAB-
nenHoro ITA cooTBeTCTBOBa/Ia TAaKOBON Y GOMbHBIX
C paHee IMaTHOCTMPOBaHHBIM ITA.

06¢cyxpeHune

Kak ¢axTop, cnocoOCTByIOWINIT IIOSABIEHUIO THU-
IMMYHBIX KOXKHBIX BBICHIIIAHMII Ha 3[OPOBBIX y4YacT-
KaX KOXM BCJIeAcTBIe U3oMop¢HOI peakuun (y 25-
70% O6O/MbHBIX IICOPMA30M), TPaBMa MMeeT BajKHOe
3HavYeHMe B IaToreHese Icopmasa [16]. OpHaxo ee
pob B pasBUTHUM AHAJIOTMYHOI peaKLNy CO CTOPO-
HBI OIIOPHO-JABUTATE/IbHOTO aIllapaTa M3y4YeHa He-
NOCTaTOYHO — HEM3BECTHO, C/leflyeT M OTHOCUTD
TpPaBMYy K IpefMKTOpaM Wwin GpakTopaM pucka IIy-
60Koil 130MOpGHOI peakiyy (IOBPeXEHUsS OKO-
JIOCYCTaBHBIX TKaHEN 1 CyCTaBOB B OTBET Ha TpPaB-
MaTM3alMIo) U Mocaenylomero passurus I1A [16, 17].
B mamem uccrmemoBaHuu 60MEBOIl CMHIPOM OTMe-
Yajics He TONBKO B rpymne ITA, Ho 1 y 35% 601bHBIX
ncopuasoM (n=28, p<0,001), mpu aTOM MHOTHE U3
HUX paHee He coobmany 06 9TuX Xanobax Ha Ipu-
eMe y fiepMaTroBeHeponora. CKOBaHHOCTDb U OTPaHMU-
YeHue IOABMKHOCTY B CyCTaBaX OTMeYanuch y 27,5
U 26,2% 6GONbHBIX IICOPMA30M COOTBETCTBEHHO (IO
cpaBrennio ¢ 80,0 n 71,2% 6ompubix ITA, p<0,001),
y 4acTy GONBHBIX 00eMX IPYII BCTpeYaaich 60mu
B cruHe (y 7,5% 6onbHbIx mcopraszoM u 30,0% 6omb-
Heix [TA, p<0,001), ogHako 60sbIas 4acTb 6OTbHBIX
B TpYIIIIe ICOpHMasa He MPe/bsAB/IsIAa HUKAKUX XKaI00
(65,0% nporus 0% B rpynme cpaBHeHMs, p<0,001).
BMmecTe ¢ TeM Te MM MHbIE BUADI IeATEIbHOCTH, CBA-
3aHHbIE C IIOBBIIICHHO (HU3NIECKOI HAIPy3KOll Ha
CYCTaBBI, BCTPEYA/INCh ¥ OONBUIMHCTBA MAI[MEHTOB.
B o6eux rpynmax mpeob6najana geATeIbHOCTD, CBA-
3aHHas C HaTrPy3Koli Ha MelKue cycTaBsl (y 55,0% ma-
IVIEHTOB M3 TPYMIIBI Icopuasa u y 71,2% 6ombHbIX
ITA, p=0,034), Ha 2-M ¥ 3-M MecCTaX HaXOJWU/IaCh
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Harpyska, COOTBETCTBEHHO, Ha KPYIIHbIe CYCTaBbI
(y 45,0 n 61,2% 6ombHBIX, p=0,040) ¥ cycTaBHI IO-
3BoHOYHMKA (y 15,0 1 35,0% 60nbHBIX, p=0,004).

ITo maHHBIM pasHBIX aBTOPOB, IIOpa’kKeHNe CBA-
304HOro anmnapata npu [IA BelABIAETCA paHblIIe, YeM
BOCITaJIeHMe CYCTaBHBIX IOBEPXHOCTEIl, M CBA3AHO
C BBICOKMMY GYHKLMOHATBHBIMM HaTPy3KaMM OIIpe-
Ie/IeHHbBIX CYXOXXM/INII 1 9HTe31coB [18, 19]. B Hatem
VICCNIeJOBAaHUY IIPU COIIOCTABJIEHUY aHaMHeCTU4e-
CKVUX JAaHHBIX C HaIuM4uMeM U30MOP(QHOI peaKunu
K/IMHIYeCKYle NPU3HAKM BOCIAJICHUA CYXOXKMIUI
U SHTE3VCOB B COYETAHMM C COOTBETCTBYIOLINM
aHaMHe30M ObUIM OOHAapY>keHbI y 47,5% B rpyIe
6OBbHBIX IICOPMa3oM 1 68,7% B rpymie 60mbHbIX [TA
(p=0,007), mpu aTOM IpeobIAFAIOIINM TPU3HAKOM
OKasascs TEHAMHUT KuCTell mpu manpnanyu (y 40,0
n 63,7% coorBercTBeHHO, p=0,003%). Hepenxo
BBISB/ISIACH U IIOPa’KeHME axXWUIIOBAa CYXOXVIIUSA
(y 17,5 n 52,5%, p <0,001), meprapTUKY/IAPHBII OTEK
(y 27,5 n 63,7%, p<0,001). CoyeTaHue 3TUX IIpU3Ha-
KOB C IICOPMATUYECKUMIY OMSIMKaMy B TaHHOI 06a-
CTV HabJIIOAIOCh Y TpeTU OOMBbHBIX (32,5%) Ipymibl
Icoprasa U MOJAB/IAIONIEr0 GOMBIINHCTBA T'PYIIIBI
cpaBHeHus (92,5%, p <0,001).

ITpu comocTaBaeHNY KIMHNYECKMX JAHHBIX C pe-
3y/IbTaTaMM PEHTTEeHOJIOTMYEeCKOrO JCCIeJOBAHUA
1 00CTIelOBaHMsI PEBMATONIOTOM ObIJIO 0OHAPYIKEHO,
4TO BCe 38 GO/MBHBIX OCHOBHOII IPYIIIIBI C BIIEPBbIE
BbIAB/IEeHHBIM ITA MMenyu He TONMBKO pPeHTTEeHONO-
rUYecKye M3MEeHEeHNUsI, HO ¥ MOBBIIIEHHYIO (usnde-
CKYIO Harpy3Ky Ha CYCTaBbI ¥ COOTBETCTBYIOLIVIE UM
IpU3HAKYU ITTyOOKON M30MOPQHOI peakiun, 1160
IepeHeCeHHYI0 TpaBMy. B obeux rpynmax Hambo-
nee wactoit ¢opmoit ITA oxasamach FuCTaIbHAL
(y 63,2% manueHTOB C BIlepBble BBIABIEHHBIM 1A
u y 58,7% OGONbHBIX C paHee [UATHOCTUPOBAHHBIM
ITA, p=0,648), pexxe BCTpedaauch aCMMETPUYHBII
onuroaptpur (y 15,8 u 7,5% 60IbHBIX COOTBETCTBEH-
HO, p=0,164) u monuaptpur (y 13,2 n 25,0% coor-
BeTCTBEHHO, p=0,142), 4TO He IPOTUBOPEUUTIO KIIU-
HUKO-aHAMHECTMYECKMM J[JaHHBIM, IOJyYeHHBIM
OT TALMEHTOB NO IIPOBefieHMs peHTreHorpaduu.
PesynbTaThl Hallero ucciefoOBaHMA COITIACYIOTCA
C IPYTMMU MCCIEOBAaHUAMM, Ie ObIIM OTMEYEeHDI
JacTas JIOKaJIM3alMsi ONMIOapTpUTa B Hamboree
IIOJIBEpP>)KeHHBIX HarpysKe CycTaBax, a TaKXKe CBA3b

JononHutenbHaa nHpopmaums

MEXJAY ICOpMATUYECKUM CIOHAMIUTOM U IIOfHA-
tueM Tspxecreit [11, 13]. I. Tinazzi u coast. [11, 20],
a Taxke Y.Z. Ji u S.R. Liu [21] oTMedYaroT B CBOUX MC-
CIe[JOBAHMAX, YTO Yy 60/bHBIX [TA makTHINTY YacTo
IpeALIeCTBOBANIO YTOJIEHNEe KOJIbIIEBUIHBIX CBS-
30K (Haxopsllee OTpakeHNe B BUJe TEHAWHNTA, KO-
TOpBIIT Mbl oTMevann y 40,0% 60IbHBIX IICOPMA3OM
1 63,7% 6onbHbIX ITA). BocnaseHue cyXoxxunmit mpu
ncopuase BCIEACTBYUE (DU3NYECKON HATPY3KU TaM,
IJie B IIOCTEAYIOEeM pa3BMU/ICS CHOBUT, OTMEYAIOT
n T. Sapundzhieva u coasr. [22]. B apyrux nccre-
MOBaHMAX TaK)Ke OTMEYaoCh, YTO Hamboee 4acTo
maktuant npu ITA mopaxaet II u III manbisl JoMu-
HuUpylollell pyky, a B cronax — IV manpusr [14, 23].
D. McGonagle u coaBT. y 60bHBIX AUCTATBHOI POP-
moit I[TA oTmeyaroT Tak)xe 6ojee 4acToe OpakeHne
MeJIKMX CYCTaBOB KUCTEJ 10 CPaBHEHNIO CO CTOIIAMM
[23]. PesynbpTaThl Halllero MCCIENOBAHUA CIIOCOO-
CTBOBa/NM paHHeN AuarHocTyke ITA, opraHusanum
IVMCIIAHCEPHOTO HAOTIONEHNS U KOPPEKTUPOBAHUIO
nedeHnsi y 38 GOIBHBIX IICOPKA30M, KOTOPble paHee
He Hab/II0/Ia/INCh 110 IIOBOAY M3MEHEHUI CO CTOPOHBI
OIIOPHO-IBUTATE/IbHOTO alllapaTa ¥ CaMy aKTUB-
HO He NPeIbsIB/S/IN COOTBETCTBYIONINE JKamoObl Ha
IpueMe y ZepMaTOBeHeposIora.

OrpaHnyeHus uccienoBanns. B Hamem nccie-
TOBaHMM IPMHMMAIN y4acTye TOIbKO OONbHBIE, Ha-
XOJsAIMeCs] HA CTAl[MIOHAPHOM JIeYeHU .

3aknyeHune

ITopakeHne OKONMOCYCTaBHBIX TKaHEN, a TAK)Xe PaH-
HUe, B TOM YNC/Ie JOKIMHWYECKNE PEHTIE€HOIOTN-
JecKye M3MeHEHMsI CYCTaBOB IIPU IICOpMAa3e MOTYT
OBITD CBsI3aHBI C IIOBBINIEHHON (GU3MIECKON Ha-
rpyskoit 1 rnyboknum peHomenoMm Kebuepa. ¥V 60mb-
HBIX IICOPMA30M, aXKe He MMEIOIINX KINHIIeCKUX
nposneHuit IIA u He NPeXBABIAOMMNX COOTBET-
CTBYIOLIVX )Ka700 Ha IpueMe JepMaTOBEHEPOTIOTa,
PEeKOMEH/[yeTCs IPOBOANUTD NMOAPOOHBIIT c6Op aHaM-
HECTMYeCKUX JAHHBIX C BBISICHEHVEM BUJIA [esTe/Ib-
HOCTHU U TIepeHEeCeHHBIX TPaBM, a TaK)Ke BU3Ya/lbHO
U TA/IbIIATOPHO MCCIEOBATh OKOJIOCYCTABHBIE TKa-
HU (IapaTeHJOH U 9HTE3VCHI), U VCIIONb30BaTh 3T
[aHHbIE [/IsI CBOEBPEMEHHOTO IIPOBEJEHMs PEHTTe-
Horpauy, KOHCY/IBTUPOBAHMSI PEBMATOIOTOM U V-
arHoctukn ITA. @

®uHaHcMpoBaHne YyacTtune aBTOopoB 1 0fo6pVIN GpUHaNbHY BEPCHIO CTaTby Nepea nybnuka-
Pa6ota nposefeHa 6e3 NpUBAEUYEHUA [OMNOSHUTENb- K.M. KopewukoBa - c60p 1 06paboTka MaTepuana, Hanuca- LMel, COrnacHbl HeCTV OTBETCTBEHHOCTb 3@ BCE acMeKTbl
HOTO PUHAHCUPOBAHWA CO CTOPOHDI TPETBUX NN He 1 pelakTUpOoBaHme TeKCTa; 3.P. X1cMaTyninHa — KoH-  PAbOTbl 1 rapaHTVPYIOT, UTO UMM HaAnexXalmm obpasom
Kondnukr unrepecos Lenuua n JusaitH nccnefoBaHus, yTBepxaeHne prHanb- 6bI PacCMOTPEHbI 1 pelleHbl BOMPOCh, CBA3aHHble
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The role of the traumatic factor and isomorphic
reaction in the early diagnosis of psoriatic arthritis

K.M. Koreshkova' « Z.R. Khismatullina'

Rationale: Evaluation of the role of the deep
Koebner's phenomenon and traumatization
seems to be a promising direction in the search of
the solution for the delayed diagnosis of psoriatic
arthritis (PsA) in patients with psoriasis. We have
put forward the question if joint and ligament
abnormalities induced by a trauma or persistent
physical activity could be an analogue of the skin
isomorphic reaction in psoriasis.

Aim: To identify joint and ligament abnormali-
ties in patients with psoriasis caused by mechan-
ical stress and their association with the deep
Koebner's phenomenon and PsA.

Materials and methods: This was an open-label,
non-randomized, comparative study in parallel
groups in 80 in-patients with psoriasis (recruited
in the Dermatovenereological clinic N2 1, Ufa); the
control group included 80 in-patients with PsA.
All patients were assessed by a dermatovenereol-
ogist, including past history, severity of psoriasis,
degree of PsA activity, special questionnaires and
the presence of an isomorphic reaction in the skin
and periarticular tissues. The joints with maximal
physical activity were assessed by X-ray. PsA was
diagnosed by a rheumatologist.

Results: The patients from both groups were
matched in terms of age, gender, and duration
of psoriasis. Pain, joint stiffness and limitation of
mobility were present not only in the PsA group,
but also in the patients with psoriasis (35%, 27.5%
and 26.2% of the patients, respectively). Despite
most of the patients in the psoriasis group had
no active complaints (65.0% vs. 0% in the control
group, p<0.001), clinical signs of inflammation of
the tendons and entheses and relevant history
were found in 47.5% (68.7% in the control group,
p=0.007). Hand tendinitis was most prevalent
symptom in both groups: 40.0% (32/80) in the
psoriasis group and 63.7% (51/80) in the PsA group
(p=0.003). Achilles tendon lesions were found in
17.5% (14/80) and 52.5% (42/80) (p<0.001) and
periarticular edema in 27.5% (22/80) and 63.7%

(51/80), respectively (p<0.001). The combination
of these signs with psoriatic plaques in this area
was observed in 32.5% (26/80) and 92.5% (74/80)
of the patients, respectively (p <0.001). The com-
parison of the clinical and X-ray data showed that
38 patients with psoriasis and newly diagnosed
PsA had had an increased physical load on the
affected joints, as well as signs of a deep isomor-
phic reaction (tendinitis, periarticular edema, or
enthesitis near the involved joints). In both groups,
the most common form of PsA was distal one
(63.2% [24/38] of the patients with newly diag-
nosed PsA and 58.7% [47/80] of the patients with
previously diagnosed PsA, p=0.648).

Conclusion: Involvement of the periarticular tis-
sues, as well as early, including preclinical, X-ray ab-
normalities in the joints of patients with psoriasis
can be associated with increased physical activity
and the deep Koebner's phenomenon. Therefore,
even if patients with psoriasis do not have any clin-
ical manifestations of PsA and no complaints when
seen by a dermatovenereologist, it is recommend-
ed to perform a detailed collection of past history
data with clarification of the type of physical activ-
ity and past trauma, as well as to examine both by
inspection and palpation the periarticular tissues
(tendons and entheses), for the timely use of X-ray
examination, consultation of a rheumatologist
aimed at diagnosis of psoriatic arthritis.

Key words: psoriatic arthritis, trauma, mechanical
stress, Koebner's phenomenon
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[UCTNOUMTO3 N3 KNETOK J1aHrepraHca
KaK KJIOHaJIbHOoe 3a001eBaHne

CUCTeMbl MOHOLMTOB/MaKpod

dl0B

XbIHKY E.O." « MoHaeHkoBa M.K.? « Tampasosa O.b.? « TaraHoB A.B.? « [ypeeBa M.A.% «
barpamoa 3.2 « Monoukos A.B."?

nctnounTos m3 knetok JlaHreprarca (TKJT) ot-
HOCUTCA K FMCTMOLMTapHbIM NponndepaTBHbIM
3aboneBaHMAM, peaKo BCTPeyalomnmMca B Kau-
HMYECKOWN NpaKTUKe, OAHAaKO NMpeACTaBAAWMM
3HauuTesNbHble TPYAHOCTM Kak B MfaHe AuarHo-
CTVIKM, TaK 1 B NnaHe Bbl6opa TepaneBTUYECKMX
cTpaTeruii. 3aboneBaHuA 3TOW Fpynmnbl BXOZAT
B chepy AeATeNbHOCTM OHKOJIOrOB, HO Ha 3Tamne
AVarHOCTMKMN MauueHTbl obpalyaloTca K nepua-
Tpam unu gepmatonoram. B aTon cBa3n npu Bege-
HMM NaLMEHTOB C TMCTMOLMTaPHbIMK nponude-
paTMBHbIMU 3a6oneBaHNAMYN GONbLIOE 3HaYeHNe
MMeeT MeXAWCUUMIVHapHOe B3auMOopfencTBre
1 06LHOCTb MOAXOAOB Bpayell pasHblX cneuu-
anbHOCTEN K WX Knaccudukaumm, ANarHoCTuke
1 neyeHuto. HactoAwwmii 0630p NocesLleH nepe-
CMOTPY TPaAVLMOHHBIX NPeACTaBIEHNI 06 3TUO-
natoreHese KJ1.

UCTHOLMTAPHBIE IpodepaTnBHble 3a6071€-
BaHVS, VIV TUCTMOLMTOS3BI, NPEACTAB/ISIOT
co6011 reTepOreHHYI0 TPYIIY PeAKUX 3a00-
JleBaHMI1, OOYCTIOB/IEHHbBIX MAaTOMOTMYECKON
nponudeparnyeit Makpodaros, fEHPUTHBIX KJIETOK
WIN KJIETOK, IPONCXOASINNX 13 MOHOL[UTOB, B Pas-

HakonneHue paHHbIX MWCCNefoBaHUN, MOCBA-
LweHHbIx natoreHesy [KJ1, cnocobcTBOBano pas-
paboTKe HOBbIX AUArHOCTMYECKUX anroputmoB
1 meTopoB Tepanuu. MNocne yctaHoBNeHUA ¢ak-
Ta akTmMBauum curHanbHoro nytu MAPK onpe-
Jenunacb MoTeHUManbHaA TOYKa MPUSIOXKEHUA
TapretHoi Tepanuu. [lpeanoxeHa runoTesa
0 Heonnactuyeckon npupope MKJ1. B cnyyae ee
NOATBEPXAEHMA CNneayeT OXupaTb aKkTyanmsa-
LiN0 AMArHOCTUYECKNX anropUTMOB, B YaCTHOCTM
NoABUTCA BO3MOXKHOCTb MPOrHO3MpoBaTb 3abo-
neBaHve B 3aBUCMMOCTW OT TUMa MyTaLuii ony-
XONeBOro KfoHa. YHuKanbHble ocobeHHocTu MK/,
BKJIIOYasA KNOHanbHOCTb nponudepata (npeano-
JIOXKUTENIbHO HeoMNMacTUYeCKom Npupoabl), Teye-
HMe CO CMOHTaHHbIMM pPerpeccamu 1 YacTbiMU pe-
LMAMBaM/ U TPOMU3M K OMpefeNeHHbIM TKaHAM
(opraHam-muLueHsam), GopMUPYIOT NPefNOChITKM

JIMYHBIX TKAHAX Y OPTaHax jeTell U B3POCbIX [1].

Haubonee pacmpocTpaHeHHBII

428

TUCTUOIUTO3
COTHOCUTE/NIBHO FOOPOKauYeCTBEHHBIM Te4eHMEeM — [~
ctuonuro3 us kinerok Jlanrepraunca (I'KJI). Cornmacuo
coBpeMeHHbIM npefcrabineHuaM, [KJI - pexpkoe
KJIOHAa/IbHO€ 3a00/IeBaHMe CUCTEMbI MOHOLIMTOB/Ma-
Kpodaros, xapakTepusyiolleecsi HEKOHTPOIUpYe-
Mot mponudepanyert M HaKOIIEHEM HeHPUTHBIX
knetok CDla*/CD207" B pe3ynbpTaTe HelpepbIBHOM

ONA JanbHenwero yrny6neHHOro n3yyeHusa gaH-
Horo 3aboneBaHus.

KnioueBble cnoBa: rUCTMOLMUTO3 U3  KIETOK
JlanrepraHca, MAPK-nyTtb, mytauua BRAF-V600E,
TapreTHas TepanuAa rUCTUOLMTO3a U3 KIIeTOK
JlaHrepraHca

Ona untnpoBaHua: XoHky EQ, MoHaeHkosa MK,
Tampasosa Ob, TaraHos AB, l'ypeesa MA, barpamosa 3,
Monoukos AB. lnctroumTos 13 knetok JlaHrepraHca
Kak KfloHanbHoe 3aboneBaHne cucTembl MOHOLUTOB/
MakpodaroB. AnbMaHax KAVHUYECKON MeanLmHbI.
2022;50(7):428-438. doi: 10.18786/2072-0505-2022-
50-057.

Moctynuna 23.11.2021; nopabotaHa 01.12.2022; npu-
HATa K ny6nukaumm 12.12.2022; onybnvkoBaHa OH-
naviH 16.12.2022

uMMyHHOI ctuMynsanuu [1]. Hecmorps Ha To 4TO
3abo0/eBaHMe He CYMTAETCs 37I0KaYeCTBEHHBIM, He-
06X0fIMO TIPMHUMATD BO BHYMAaHNe TUIINYHBIE [/
HETO IO3[HMe OC/IOKHEHM, KOTOpble HepelKo Mpu-
BOJIAT K TKE/IBIM IIOCNIEICTBIAM, BIIOTD [IO MHBA-
nupusanun [2].

Snuaemuonorus

I'KJI BcTpedaeTcsA y MaljME€HTOB BCeX BO3PACTHBIX
rpynn [3] ¢ muxoMm 3aboreBaeMOCTM B BO3pacTe
or 1 roga o 4 net [3]. Y mereit 3abonesaemocts I'KJI
Ko7ebercs oT 2 o 9 cmydaeB Ha 1 M/TH HaceleHuUs
B T'OfI, IIPM 3TOM MabunKu 3abomnesaor vyaie (1,2:1-
1,4:1) [4-6]. C BO3pacTOM KOMMYIECTBO 3a00/IEBLUINX
3HAYUTEbHO CHIDKAETC: OT 9 ciaydaeB Ha 1 MIIH
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3/I0POBBIX fleTell IepBOro rofja >ku3Hu fo 0,7 cnyvasd
Ha 1 MyH y B3pocnbix [5]. IlpenMymecTBeHHBII He-
OI0T B paHHEM [JeTCKOM BO3pacTe IOPOANII TUIIOTE3Y
o HacnegcreeHHoM xapakrepe I'KJI [7], koTopas He
HnoxTBepAyiack. Tak, B Xoe aHaAu3a pe3y/nbTaToB
UCCNIeIOBaHNA, IPOBeJeHHoro B Janum, us 93 ciny-
vyaeB ['KJI y pmereit Hu oguH He 6bUT Knaccuduum-
poBaH Kak ceMmeliHblit [8]. Takum obpasom, B Ha-
croamee Bpema ['KJI oTHOCAT K HeHac/elyeMbIM
3a00/IEBAHUSIM.

Knaccudpukaymsa

CyecTByeT HECKOTBKO KIaCCU(PMKALMII TUCTUO-
IUTAapHBIX 3a00/IeBaHNIT, OCHOBAHHBIX Ha KIIMHIU-
YeCcKoll KapTHHe, MaToreHese 3a00je€BaHMs, MOp-
¢donornyeckom cybcrpare MHGUIbTpaTa U JPYIUX
npusHakax. Hambomee ymobHa Hasf KIMHMYECKO-
rO IpUMEHEHNs], Ha HAIl B3IV, KIacCUUKAIVIS,
npennoxeHHass B 2016 . MexxgyHapogHbeIM 001iie-
CTBOM M0 m3ydeHmio rucruonurozon (Histiocyte
Society). ABTOpBI BBIIeININ 5 IPYHI TMCTUOLUTO-
30B: “L” (rmctmormros kaeTok JlaHrepraHca, aHIIIL
Langerhans-related histiocytoses); “C” (ructuoruros
KOXXHBIX U CIMBUCTBIX 0007104€K, aHIJL. cutaneous and
mucocutaneous histiocytoses); “M” (3nokadecTBeH-
Hble TYCTMOLNTO3DI, aHI/I. malignant histiocytoses);
“R” (6omesup Posam - Jopdmana, aurm. Rosai-
Dorfman disease) n “H” (remodaronurapHblit 1um-
$OorncTNONNTO3 U CMHAPOM aKTUBALMM MaKpoda-
roB, aHr1. hemophagocytic lymphohistiocytosis and
macrophage activation syndrome) [1].

[Tomumo T'KJI rpynma “L” Bknrovaer B cebs 60-
nesHb JppreiiMa — Yecrepa, BHEKOXKHYIO I0BEHNIb-
HYI0 KcaHTOTpaHyneMy, cMenranuble IKJI u 60mesub
Oparerima — Yectepa. Panee cumranoch, 4TO AaH-
Hble (OPMBI IMCTUOLUTO3a He CBA3AHBI ITaTOTeHe-
TUYECKM U He VMEIT KIMHUYECKNX KOPpeIALuil.
Opnako J. Haroche u coaBT. mokasanm, 4TO IMOYTU
B 20% cny4aeB 6omesuu Oppreiima — Yecrepa Kiu-
HuvecKasi KapTruHa 3aboneBanus cxogna ¢ ['KJT [9].
Kpome Toro, oba 3aboneBaHus MMEIT MYTalnUu
KJIOHa, cBsi3aHHble ¢ reHamu MAPK-myTm, 6onee
geM B 80% crnyvaes [9]. B rpynmy “C” BxopAT 1oBe-
HU/IbHAsE ~ KCAHTOTPaHy/lIeMa, KCAHTOTPaHyIeMa
Y B3POCTIBIX, COMUTApHAsI PETUKYIOTUCTUOLUTOMA,
)106p0KaquTBeHan71 ue(baanbIﬂ TUCTUOLIUTO3, T'e-
Hepa/130BaHHBI SPYNTHUBHBIN T'YCTUOLUTO3, IIPO-
IPECCUPYIOINI HOLYIAPHBINA TUCTUOLUTO3, JMCCe-
MUHUPOBaHHas KCAaHTOMa, KOXkKHas1 ¢popMa 60/1e3HN
Posan - lToppmaHa, HeKpoOHOTHYECKAsT KCAHTOTPa-
HY/IEMa, MY/IbTULEHTPUIECKIIT PeTUKYIOTUCTUOL -
TO3 U KOKHbIe HeinddepeHMpOBaHHbIE TUCTHOLN-
to3bl. ['pynna “M” mpepcTaBieHa IMCTHOLUTAPHON
CapKOMOIf, CapKOMOJl MHAETEPMUHAHTHBIX K/IETOK,
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capkomoit JlaHrepranca, capkoMoil (GONIUKYIApP-
HBIX NEHAPUTHBIX KaeToK. I'pymma “R” Bkaowaer
BHEKOXHYI0 ¢opmy 6onesnu Posam - JopdmaHa,
I'KJI veguddepennmposanupiit. ['pynny “H” 065-
efuHACT TreMOQaroquTapHbIil TMM(OTUCTUOLUTO3
U CMHJIPpOM aKTMBaluu Makpodaros. [laHHas Kiaac-
cU@MKanyA M03BONAET CYLIECTBEHHO Ieperpynnn-
pOBaTh U3BECTHbBIE HO30/IOT M, MICXO/A U3 OOIHOCTI
IIaToOreHesa U IMCTOTeHe3a, 4YTO B 3HAYMTE/IbHOI CTe-
HEeHV MeHsET I JIe4eOHO-TMaTHOCTUYECKYI0 TAKTUKY
CIeNaIICTOB.

Knaccudukanusa I'KJL, npepnoxennas B 2016 .
Histiocyte Society, mocTpoeHa no npyHIMIY aHAIN3a
PacIpOCTpaHEHHOCTY HaTOJIOTMYECKOro IIpollecca,
C y4eTOM TOTO, KaKJie OPTaHBbI MU CUCTEMbI OPTaHOB
BOBJICYEHBl B ITATONIOTMYECKUII IIPOILeCC, M CTelle-
HU UX BOBIe€YeHHOCTU [1]. Boifengior 2 OCHOBHBIE
(hopMBI: MOHOOPTaHHYIO/OTPAHMYECHHYIO — ITOpaXke-
Hue 1 opraHa mnu 1 cucTeMpl OpraHoB (aHII. single-
system) ¥ IOMMOPTaHHYI0/PacIIPOCTPaHEHHYIO — O~
pa’keHHe 2 OPraHOB/ CUCTEM OPraHOB U 6ojee (aHII.
multisystem) [3]. ITpu xa>xgoit u3 aTUX HOPM MOTYT
[IOPa>kaThCs TI0Oble OpPraHbl, HO B KIMHUYECKO CI-
TyalMu PacIpoCTpaHeHHON (OpMbl 3ab0/IeBaHMs
0c000€e AMarHOCTMYeCKOe 3HadyeHVe IpuobpeTaroT
OpTraHbl CUCTEMbI FeMOII033a, IIeHTPa/IbHasl HePBHA
cucrema (LJHC), meuens u ceppie. OHM 00beIHEHBI
TEPMUHOM «OPTaHbI BLICOKOTO PUCKa», M MIX ITOpasKe-
HIe JOJDKHO HaCTOPa)kKMBaTh CHE[Ma/INCTOB B IIaHe
He6IaronpuATHOIO MPOTHO3a; B 9TOM CiIydae He-
00XOAMMO IepeCcMaTPUBATh HAIBHENINYI0 TAKTUKY
BefleHMs mayeHTa [3, 10]. OmpaBgaHo TakKe BBefe-
HIe IOHSTISI «0COObIe TOKYChl» (aHIL. special sites),
BK/TIOYAIOIIEro KOCTY IT03BOHOYHIKA, deperna (rmas-
HIUIIa, COCLIEBUIHBII OTPOCTOK, KJIMHOBUIHAS KOCTD
VIV BUCOYHBIE KOCTH), TIOCKOJIBKY laXke NIPY UX Ofi-
HO(OKAIBHOM TOPa>KEHUN BCIIEACTBME HEMOCpeS-
CTBEHHOU OIM30CTY )KM3HEHHO Ba)KHBIX aHATOMUYe-
CKUX CTPYKTYpP PeKOMEHJOBAHO 136eraTb MeCTHOTO
JIedeHNsI U HMOROMPATb CXeMy CUCTEMHON Tepalui.
IlanHas xmaccudukalus IO3BOMAET IIPOTHO3UPO-
BaTb TSKECTDb TeYEHVA U VICXOZ 3a00/IeBaHM A, KOTO-
pble B OOJIbIIel CTEIIeHN 3aBUCAT He OT MYJIbTHUCH-
CTeMHOCTH VM/IYI MOHOOPTaHHOCTH HaTOJIOTNYeCKOro
Ipoliecca, a OT BOB/IEYEHN B ITATONOTUIECKUIT IIPO-
I[eCC OPraHOB BBICOKOTO PUCKA MM OCOOBIX IOKYCOB
U CTEIIeH) MX BOBJIEY€HHOCTIL.

Knaccudukauma Histiocyte Society 2016 r. AB-
nsercss  OOWenpMHATON. DONBIIMHCTBO — clienu-
anucrtoB B Poccum TakKe NPUHMMAIOT BO BHU-
MaHMe UHYI0 Kl1accupuKaluio, IO KOTOPOI
B HoMmeHKIatype I'KJI paccmarpuBaioTcs Tpu OT-
HeNbHBIX 3a00/IeBaHUA: 203MHO(UIbHAA TI'PaHYyIIe-
Ma, 6omesub Abta — Jlertepepa — CuBe u 601e3HbD
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Xoanpa - llynnepa - Kpuctuana. 9tu aBe Knaccu-
¢dukanuyu MOTyT OBITH COIIOCTaB/ICHBI CIIEHYIOLUIVIM
06pasom: 303MHOGUIbHAS TPAHy/IeMa COOTBETCTBY-
eT orpaHmdeHHOil ¢opme 3abomeBaHus, 60IE3HDB
A6ta - Jlerrepepa — CuBe — pacIpOCTpaHEHHOI!
¢dopme 3a601eBaHNUs C BOB/IEICHNEM OPTaHOB PICKA,
a 6omesnp Xaupa — Hlynnepa - Kpuctuana — Tax e
pacmpocTpaHeHHoiT ¢dopme 3abomeBaHus, HO 6e3
BOBJIEYEHNA OPTAHOB PICKA.

JTuonorua n natoreHes

[TpencraBnenus o6 atuonaroreHese I'KJI sHaunresns-
HO MEHSAJINCb B Te€UeHNe BCETO MePUoja ero usyue-
Hus. Cpepu GpakTOpPOB prcKa JAHHOTO 3a00/IeBaHNU A
Hanbosee OOCYXJaeMbIMU OBIIM PEHTIEHOBCKOE
o0nydyeHMe, KOHTAKT C XMMUYECKMMM BellecTBa-
MI-PAacTBOPUTE/ISAIMY, TeMOTPAHCPY3UM B HETCKOM
BO3pacTe, MHQEKIVMOHHble 00/e3HN B HEOHATaJIb-
HOM WM/ JETCKOM Iepuofax u psn gpyrux [11, 12].
Hekotopoe BpeMsA NpOBOAWMICSA IOUCK IOTEHIIN-
a/IbHOTO MH(EKIMOHHOTO aTeHTa, BULUMO, B CBA3U
C Ha/JIM4MeM BBIPA’KEHHOTO PeaKTMBHOTO BOCIAje-
HIUA B O4araX, HO HMKAKUX NPU3HAKOB IIEPCUCTEH-
uM, K IpUMepY, LUTOMErajJoBUpyca MM BUPYCa
OnurteitHa — bapp, o6Hapy»XeHO He ObIIO, U JaHHAA
rumnoresa 6n/1a OTKI0HeHa [13].

CeronHs He BBI3BIBAET COMHEHMII HEOITACTIYe-
ckas npupoga I'KJL, mpu aToM ero OTHOCAT K «CIIOH-
TaHHBIM» IponuepaTUBHBIM IIPOLjeccaM, TP KOTO-
PBIX IlepBasi MyTalus, ONpefie/ALias MHUIMAIINIO
KJIeTKY U (GOpMMPOBAaHME OIIYXOJTIEBOIO KJIOHA, —
cray4daiiHoe cobbITre. Takoil mporpecc B IOHUMaHUN
MeXaHNM3Ma Pa3BUTHUA IATONOTUYECKOTO IIpoIlecca
npy I'KJI 611 ZOCTUIHYT B OCHOBHOM Ojaropmaps
MCTIO/Ib30BAHNIO METO/IOB MOJIEKY/IAPHOI TeHEeTUKN:
cTano scHo, yto npu I'KJI maromormdeckne KneTku,
obHapy>KuBaeMble B OMONITaTaX, UMEIOT KJIOHA/IbHYIO
npupoxny [14] u 4TO 3TV KIeTKM MUETIOUJHOTO IPO-
ucxoxjenus [15]. G. Badalian-Very u coaBst. onucann
MMCCEHC-MYTanuio B oHKoreHe BRAF, BbIABIAEMYIO
npuMepHo B 57% cnydaes I'KJI B maronormyeckmx
KjeTkax [16]. Bplcokasg BcTpe4aeMOCTb MYTalVM
BRAF-V600E 6bia BIOCTE[CTBMM IMOATBEPKAEHA
HEeCKO/IbKMMU He3aBJICUMBIMY KOTOPTHBIMM JICCIIe-
noBa"uamu [17, 18].

I'en BRAFKopupyeT CepyH-TPEOHNH-TIPOTENHKH-
Hasy B-Raf, koTopas akTuBUpyeT CUTHa/IbHBIN Ty Th
MUTOTeH-aKTUBUpYyeMoll npoTennKuHaspl (MAIIK;
aHI/. mitogen-activated protein kinase, MAPK, nnu
Ras->Raf->MEK- ERK). Curnansusiit nyrse MAPK
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KJIETOK TIOCPE[ICTBOM Ilepefjadli BHEKJIETOYHBIX
CUTHAJ/IOB PA3NMYHBIM AEePHBIM, IIUTOIIa3MaTIde-
CKMM 1 MeMOpPaHHOCBSI3aHHBIM petieritopam [19, 20].
COOTBETCTBEHHO, C/IE[ICTBIMEM IIaTOIOTMYECKON aK-
tuBanuu MAPK-mytu npu I'KJI cTaHOBUTCS HEKOH-
Tponupyemas fgupdepeHpoBKa 1 mponudepanus
TEeHJPUTHBIX KJIETOK.

OmnucanHple TPOLECCH, MO BUAMMOMY, MOTYT
OBITh YHMBEPCA/TBHBIMM B MacIITabax OpraHmsMa,
YTO TONYYUTIO NOJTBEPKeHMe Ha JOCTaTOYHO Mac-
CUBHBIX BBIOOPKaX [TAI[MEHTOB: I/IsI NAeHTUPNKAIUN
KJIeTOK-TIpefiecTBeHHMKoB y 100 manuentos ¢ I'KJI
n sbiABneHHON BRAF- V600E myranmeir B ovarax
ObLIO IIPOBEIEHO MCCIeJOBaHMe, HAPAaBIeHHOe Ha
ompefiefieHNe JAHHOI MyTalUM M B MOHOHYKJIeap-
HBIX KJIeTKax nepugepudeckoir kposu. ITo pesynb-
TaTaM uccnefgosaHus y scex 100 mannentos ¢ I'KJI
C BOBJICYEHEM OPTAaHOB BBICOKOTO PICKA ITOATBEP-
oy Hanunune Mmytanuu BRAF-V600E B MmoHonMTax
KpOBU. VI HA060pOT, y MAIEHTOB C OrPAHNYEHHOI
¢dbopmoit 60/IesHN OTCYTCTBOBANIM MOHOHYKJIEApPbI
¢ BRAF-V600E myranusamy, a y HaljueHTOB C MY/lb-
TUCKUCTeMHOII popMOii 3ab0eBaHNsA 6e3 IOpasKeHN
OPTaHOB BBICOKOTO PUCKA OHY OTMEYaNNCh B HEOOIb-
moM IpoueHTe cnydaes [17]. IIpu mocnepyromem
aHaju3e KJI0Ha MUPKYIUPYIOINX KIETOK Y BCeX IIa-
nueHToB ¢ ['KJI Tsokemoro TedeHms TakyKe UIEHTU-
¢unuposanu myranuu BRAF-V600E B CD14* 1 Mu-
eJIOVTHBIX IeH/pUTHBIX KieTok CD11c* [21].

Eme 6onee mHTepecHOe HabIIOfeHME CleIann
M.L. Berres u coaBT.: UM yHa/lOCh OOHAPYXXUTb MY-
tanuio BRAF-V600E y CDI11c*/CD14*, nomy4eHHbIX
npy OMOTICUM KOCTHOTO MO3Ta y IMAIMEeHTOB C AKa-
raosom I'KJI tsxenoro reuenus [17].

Kak BBISCHMIIOCHh BIIOCHAEACTBUM, aKTUBALIMA
MAPK-nyT BO3MOXXHAa He TONBKO IPM MYTaLNK
BRAF-V600E. R. Chakraborty u coaBT. BbIABMIN
nosropsAwmueca myTtanun MAP2K1, xogupyromero
MEK]1, B 33-50% cny4aes I'KJI, B xoroppix BRAF He
6p11 MyTHpoBaH. ITo Mepe IPOJO/KEHMS IOUCKOB
TOIIOJTHUTETbHBIX BO3MOXKHBIX BapMaHTOB aKTMBa-
uu MAPK nostBunocs coobuierne R. Chakraborty
u coaBT. 0 MyTanuax ARAF n ERBB3, raksxe npuso-
IAuX K 3agericrsoBanmio mytu MAPK [22]. B xoge
3TOTO MCCNIE[IOBAHNA YCTAaHOBJIEHO, YTO CTEIeHb
dochopunnposanns ERK ocraercst BbicoKoit y ma-
nuenToB ¢ I'KJI, gaXke eciu y HUX He BBIABIEHBI MY-
tauuu BRAF-V600E, MAP2K1 u fip.

KrodueBass ponb MATONOTMYECKON aKTMBALNU
curnanbHoro MAPK-nytu B marorenese I'KJI He
BbI3bIBaeT cOMHeHMIL. IloueMy >ke Ipy OfMHAKOBBIX

'TBY3 MO «MoCKOBCKMI1 06/1aCTHOI HayYHO-CCNEA0BATENbCKNN KIMHUYECKMIA UHCTUTYT M. M.O. Bnagumupckoro»; 129110, r. MockBa, yn. LLienknHa, 61/2, Poccuiickas Oefepauma

2OrAQY BO «Poccuiicknin yHuBepcuteT apy6bl HapoaoBs»; 117198, r. Mocksa, yn. Muknyxo-Maknas, 6, Poccuiickas Oepepauns

430

0630p



AnbMaHax KnHm1yeckom meanuntbl. 2022; 50 (7): 428-438. doi: 10.18786/2072-0505-2022-50-057 @

MyTalUMAX CTOAb PA3HATCA KIMHMYECKME IIPOSB-
JIEHUST U XapaKTep TedeHMs] 3a60eBaHMA? ITUM
BonpocoM 3afanuck K.P.H. Lim u coaBT.: B cBoeM
UCCNIeNOBaHNY y4YeHble YCTAaHOBMIM 3aBMCUMOCTD
tspKecTy mposiBnernit I'KJT ot craguu puddepennn-
poBKu MuenongHoit knetku [15]. Yem 6oree nudde-
PeHILMpOBaHa KJIeTKa-IPefIIeCTBEHHIK B MOMEHT
BO3HMKHOBEHNMA MYTaLMM, TeM MeHee Cepbe3HbIe
IpOsBJIeHNA 3a00/IeBaHN I HAOIIONAIOTCA Y MalUeH-
ta [15, 17, 20, 23]. ABTOpPBI YKa3bIBAIOT, YTO IIPU MY-
tanuu reda MAPK B reMomnosTndyecKkmx CTBOJTOBBIX
KJIeTKaX B KOCTHOM Mo3re Hanbojiee BEPOSITHO BO3-
HUKHOBEHIE MY/IbTUCHCTEMHOTO IIOPakeHNUsA C BOB-
JledeHyeM OpTaHOB BBICOKOTO pucka. IIpyu myranum
B KJIeTKaX-IIpe/jIeCTBeHHIKAaX JIEHIPUTHBIX KJIETOK
B KPOBAHOM PYCJIe TAKXKe CTOUT OKUATh Pa3BUTUA
mynbrucucremuoro I'KJI, Ho 6e3 BoBedeHMs opra-
HOB BBICOKOTO pUCKa.

OmnucaHHbBIe BbIlIe U3MEHEHVA OIpefie/IAI0T Iep-
BBIIT 9Tall maroreHesa 3aboneBaHus ¢ GopMmpoBa-
HIEM HeOIIACTMYeCKOro cyOcTpara, Ha (OHe 4ero
HaOmofaeTcs JajabHelilllee pasBUTHE IATOJOTMYe-
CKOTO IIpoIiecca.

VsBectHo, uto npm I'KJI 3a mponudepaumeir
TeH[PUTHBIX KJI€TOK ¥ MUTpaljieil MX B o4aru Io-
paskeHUA crenyeT GOpMUpOBaHMe CIeIUPIIecKIX
BOCITAJIUTEIbHBIX MHQUIBTPATOB, POCT KOTOPBIX
IPUBOAKT K IPOSIBICHUIO CUMIITOMOB 3a00/IeBaHIS
[24]. Opyrumu cmoBaMy, HeOOXORMMO IIOHMMATD,
YTO B OYarax IIOMMMO HEOIUTaCTMYEeCKMX IIpoLec-
COB IIPOMCXOAUT aKTUBayA T-TMMQOIUTOB IaTo-
JIOTMYeCKUMMY JeHIPUTHBIMYU KIeTKaMI U pa3sBUTHE
Bocnanenus [25]. B cocraBe gaHHBIX MHPUIBTPATOB
YacTO OKAa3bIBAETCA 3HAYMTENbHOE YMCIO KIETOK
CD1a*/CD207* (8% ot ob1ero umcia), a TakxKe 30-
3MHOPUIOB, Makpodaros, IUMQPOLNUTOB, peryid-
TopHbIX T-knmetok. ITpm 3TOM HeH[pUTHBIE KIETKU
9KCIIPECCUPYIOT B OGOJIBIIOM KOMUYECTBE KOCTUMY-
TATOPHbIE MOJEKY/Ibl T-K/IeTOK 1 NPOBOCIIANMUTENb-
Hble UTOKUHBI 26, 27].

CoBpemeHHOe TpeficTaBieHne o marorenese I'KJI
II03BOJIMJIO ONIPEIeNNTb TOUKY IPUIOKEHMA TapreT-
HOJ Tepanuu — KneTku ¢ myrtanueir BRAF-V60OE.
OcHOBHOIT 3ajjadeil BBICTyMaeT 6/I0Kajja CUIHANb-
Horo myT MAPK B matonorndeckmx AeHIPUTHBIX
KJIeTKaX, ¥ K IperapaTaM C TaKUM MeXaHU3MOM
HelicTBUA OTHOCATCA BeMypadeHn6 (crocobeH MH-
rnbupoBaTh MpUIENbHO IpoTenHKNMHA3y BRAF),
kob6umernuun6 (murubupyer MEK1/2), nabpadenu6d
(koHKYpeHTHO nHrKbMpyeT RAF-K1Hazy) [10].

TeM He MeHee IO-IIpeXXHEMY COXPaHAETCA aAKTY-
QJIBHOCTb JajIbHEIIIIEr0 M3y4eHMs IaToreHesa Jis
HAaXOX/IeHM HOBBIX TepPaleBTUYECKUX MMIICHeIl.
[Touck HampaBleH Ha ajJbTepPHATUBHBIE CHOCOODI

Xoirky E.Q., MoHaeHkosa M.K., Tampasosa O.b., TaeaHos A.B., [ypeesa M.A., bazpamosa I3, Monoukog A.B.
TUCTMOUMTO3 M3 KNETOK J1aHrepraHca Kak KnoHanbHoe 3aboeBaHne CUcTeMbl MOHOLMTOB/Makpodaros

aktuBanuu nytu MAPK (Bemp oH 3ageiicTBOBaH
B 100% cmyyaes I'KJI, Ho myTanun — BRAF-V600E,
MAP2K1 u gp. - BeIABIAOTCS b B 80%), a TaKKe
Ha IpenapaTsl, IPUMeHeHe KOTOPbIX ObII0 ObI BO3-
MO>KHO ¥ IPM IPYTUX BUTAX MYTALNIA, IPUBOJALINX
K akTuBanum MAPK-nytn.

KnnHnyeckas ka PTUHa

Inst TKJT xapakTepHO MHOTOOOpasue KIMHUIECKIX
IIPOSIBJIEHNIL, KOTOPBIe 3aBUCST OT IIOPaXKEHHBIX Op-
raHOB U CTEIIeHN UX TopakeHus1. [Ipy orpaHMYeHHOI
¢dbopme 3ab0meBaHNA BO3MOXXHO CIIOHTAHHOE BBI3JIO-
POBJIeHNe, B TSDKEIBIX CIydasix 4acTo HabmogaeTcs
HEYKJIOHHO OBICTpOe IPOrpeccupoBaHye BIJIOTh IO
7eTanbHOTO Mcxoma [28].

HecmoTps Ha BEpOATHOCTD MTOPaskeHMsI TI060T0
OpraHa, MOXXHO BBIJIe/IUTh Hanbomee 4acTole JTOKa-
NMU3alUM 04aroB: KOCTM MTO3BOHOYHMKA U depera
(60%), merkue (50%), KOXHBII MTOKPOB (15%), rumo-
¢us/runoranamyc (10%) m numdarndeckye y3ibl
(5%) [29].

So3unodunpHas rpanyinema (6onesup Tapa-
THIHOBa, OrpaHM4YeHHas ¢opma) - nobpokade-
crBeHHad ¢popma I'KJL, mpn koTopoii, Kak IpaBuIIo,
BBIAB/IAIOTCA OCTEONMTUYECKME O4ary B IIOCKMX
(6omee 50% caywaes) [30, 31] unu gIMHHBIX TPyOUa-
TBIX KOCTSX CKeslera. IIpeamornaraioT, 4To y4acTKU
ocreonusyuca GOPMUPYIOTCS 3a CUET MOBBILIEHHOTO
00pasoBaHMs OCTEOKIACTOB, a TaKXKe TMIAHTCKUX
OCTEOK/IaCTOMOJOOHBIX ~ MHOTOSIIEPHBIX  KIIETOK,
KOTOpble OOHApy>KMBAIOTCSA B O4arax MOpakeHUsd
KOCTHOJ TKaHM B KOMMYeCTBe, 3HAYUTETBHO IIpe-
BBIIIAIOIIeM HOpMYy. IlOBBINICHHYI0 aKTMBHOCTD
TaHHBIX KJIETOK MOXXHO OOBSACHUTDH BBICOKON KOH-
LeHTpallyeil JIMIaH/[OB  pellelnTopa-aKTUBaTopa
sapepHoro ¢daxropa kanmna-B (RANKL), a Taksxe nH-
TepreiikuHa-1, MHTep/eliKnHa-6, pakTopa HeKpo3a
onyxonu-anbda. BOJIBIINMHCTBO NAaTOTOIMYECKMUX
kimeTok CDla* n T-muMdonnuToB, OKpy>XaoIux mna-
TOJIOTMYECKUe JIeHAPUTHbIE KIETKU, 9KCIIPeCCUPY-
10T RANKL, uTo urpaer K/1104eByIo pojb B pe3op6-
LM KOCTHOJ TKaHN.

Yame 601€I0T MOJIOAbIE JIIOAM ¥ HETH, IMK 3a-
60/meBaeMOCTI IIPUXOAUTCSI MEXAY 5 1 10 rogamm.
SosuHoduIbHAA TpaHyeMa cocTaBnger 70-80% ot
Bcex cnyvaes I'KJI y gereit [32, 33].

ITpu aToit popMe JOCTATOYHO PefIKO IOPaXKaloT-
Csl KOXKa M CIM3YCTBIe 00O0IOUKY, TAaKXKe MMEITCA
eITHMYHbIE ONMCAHNA TOPaXKEHMII JIETKUX Y JeTell
(menee 1% cnyvaeB) [34, 35]. OpmuHOuYHBIe Ovaru
B KocTaAX 1py I'KJI BcTpedaroTcs 3HAYUTENBHO Yallle,
yeM MHOXXeCTBeHHble [36]. HabmomaeTcs cxoxecThb
nopakeHus KOCTHOI TkaHu y geteit ¢ I'KJI ¢ Tako-
BBIM Y B3POC/IBIX IIPM MHOXXECTBEHHOI MMeIOMe
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(xapakTepHO mpeobnajjaHNe AEeCTPYKTUBHBIX IIO-
paxxeHuit B oceBoM ckesere). K Hambonee yacTeim
CHUMIITOMaM IIpM IOPa>KEHUM KOCTEil y Mal[MeHTOB
¢ TKJI oTHOCATCST 607D, OTEK HAJ MECTOM IOBPEXK-
JeHNs, HEPEeJKO BO3HMKAIOT IATONOTMYecKye Ie-
PEIOMBI, HO He MCK/ITIOUeHO M 6eCCUMITOMHOE Te-
yenue. Ecnu ovaru I'KJI mokanusyrorcsa B obmactu
BJMCOYHOI KOCTM, CUMIITOMBI MOTYT MMUTUPOBATh
BOCIIaJIeHNe CPeJHEro yXa UM COCLIEBM/IHOTO OT-
POCTKa, CONPOBOXMAsACh TYTOYXOCTbIO, BIJIOTD [0
nomHoi rayxotsl [30, 33, 36]. Vin¢unbrpars B 06-
JTaCTU BEPXHENl M HVDKHEN 4Ye/lICTell BbI3BIBAIOT
IIaTOJIOTMYECKYI0 HOABIDKHOCTD 3yOOB BCIIE[CTBIUE
JeMUHEpann3auu KOCTell U TPYySHO IOAJA0Iero-
Cs1 JIeYeHNI0 TMHTUBUTA («CHHAPOM CIabbIX 3y0O0B»)
[33, 36]. [TaTonornyeckye mepeiOMBl BepXHeIl UK
HIDKHEN 4elTIoCTM TaK)XXe BecbMa PacIpOCTpaHeH-
HBII XapakTepHbIit cumntom I'KJL

KoyxHble BBICHIIaHMS HeclenndUIHbI U HAOTIO-
[AIOTCA IpY MHOTOOYaroBoM IopaxkeHun. OO6bIYHO
BBICHINIAHMSA XapaKTePU3YIOTCA BO3HUKHOBEHMEM
MHOYKeCTBa ITAITy/Ie3HbIX 3/IEMEHTOB B PETPOAy PUKY-
JIIPHOIL U IlepuaHaabHOl 06macTsax. [JocTaTo4Ho Ya-
CTO MJ/IaJIeHIIaM OIIMOOYHO YCTaHAB/INBAIOT JUATHO3
ceOOpeiTHOTO JlepMaTHTa U3-3a CXOXKECTU KIMHIYe-
CKOJI KapTMHBL. TeueHne 3a001eBaHNIA XPOHIYECKOE,
MHOTJJa BO3SMOYKHA CIIOHTaHHas pemuccusd. [lepexon
B PacIpOCTpaHEHHYI0 (OPMYy IIPOMCXOIUT PefKo.
ITporHo3 61arompUATHEIN, YaCTOTa PEUVAUBOB I10-
CJIe YCIeIIHOTo JIeYeHN sl cocTaBAeT 16% [33, 37].

Bonesup A6ta - Jlerrepepa - Cuse (pacmpo-
cTpaHeHHas1 ¢opma 3aboneBaHNUSA C BOBJIEYEHUEM
OpPraHOB pUCKa) INPEMMYIIECTBEHHO pa3BMBAETCA
y leTelt B BO3pacTe OT 6 1o 24 MecAlleB, Yallje Y MaJlb-
yyKoB (M/x =2:1) [33]. OgHako crydau 3aboneBaHNs
ObITM OIIMCAHBI BO BCEX BO3PACTHBIX TPYIINAX, faxe
y moxwisix mofeil. Hambomee He6marompusiTHbIIN
IIPOTHO3 Y JieTel B BO3PACTe 10 2 JIET: B 3TOV IPyIIIIe
6e3 edeH s yPOBEHb CMEPTHOCTI MOXKET JOCTUTATh
50%. 3aboneBaHue HaYMHAETCS OCTPO, XapPAKTEPHO
MOJTHMEHOCHOE TeYeHNe.

C 0co6bIM BHUMAaHMEM CTIefyeT OTHOCUTDCS K I10-
pakennto ITHC npu I'KJI: moMumo Heobpatumoro
HecaxapHoOro pmabeTa BClefcTBUEe (OPMUPOBAHUSA
crenudniecknx MHGUIBTPATOB B TUIIOTATAMO-TH-
nodusapHol cucTeMe BO3MOXKHO TaKXKe Pa3BUTHE
HelpofiereHepaTUBHOTO Ipoiiecca [38, 39]. to mpu-
BOJUT K CEPbe3HBIM MHBAMUMU3UPYIOMIVM OCIOX-
HEeHMAM, HallpUMep, K 3aJiep)KKe pasBUTUA y JieTeld,
IICMXOMOTOPHBIM HapyIIeHMAM B CBS3M C IOpake-
HIeM Mo3)XedKa 1 fp. Kpome Toro, Bospacraer puck
CMEpPTEe/IbHOTO JICXOHd, HOCKOIbKY WH(MIBTPAThI
UV JereHePaTUBHBIN MPOLECC MOTYT BO3HUKHYTD
B CTBOJIE TOIOBHOTO Mo3ra [40].
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Ha xoXe OTMeYamTcsi JpUTEeMaTO3HO-CKBa-
MO3HbIe, HAIIOMMHAIOIINME PacHpOCTPaHEeHHBIN ce-
OOpeliHBIl [TepMaTUT, ¥ SPO3UBHBIE BbICBINAHNA,
JIOKa/IN30BaHHblE IIPEUMYIIeCTBEHHO Ha TOJIOBE
U B KPYIHBIX cKn1agKax (puc. 1). B Tsoxenpix cnyya-
SIX BBICBIIIAHMS Ha KOXKe NMPUOOpeTanT reHepani-
30BaHHBIN XapaKTep, HAOTIONAIOTCS TeTeXnanbHble
KpOBOM3NUHUA (pUC. 2), IPU 3TOM IIOpakeHMe fIa-
IOHEN ¥ IIOJOIIB CIY>KUT HeOIaronpuATHBIM IIPO-
THOCTMYECKUM IpU3HAKOM [37, 41]. BoicbimaHus Tak-
>Ke MOTYT OBbITh IIPE/ICTAB/ICHBI IATY/IAMI, B LIEHTPe
KOTOPBIX (popMuUpyeTcss HeKpo3 (puc. 3). DneMeHTbI
CKJIOHHBI K C/IMSIHMIO, HA MX ITIOBEPXHOCTYU OTMedYa-
I0TCS IITIOTHBIE CepeOpICTO-XKeIThle eIy K U/ UK
KOPKJ, HEPEeJIKO C FeMOpparn4eckM KOMIOHEHTOM.
[Tpu oTTOp>KEHUU KOPOUYEK OOHAKAKTCS sS3BEHHbIE
medexTsI [42].

JleTanbHbIe MCXO/BI Yallle BCErO CBSI3aHbI C pas-
BUTMEM AMUCTPECC-CUHAPOMA IPU IOPAa>KEHUU JIeT-
KIX, C OCTPOJ [IeYeHOUHOII HeJOCTaTOYHOCTHIO IIPK
HOpa>kKeHNM ITedeH N, MHPUIbTpaIiyeil CTBOIA TOTIOB-
HOT'O MO3ra, KPOBOTE€UEHUSIMY IIPY TTOPa>KEHUN XKe-
nynouHo-kumeyHoro Tpakra OKKT).

Ecnmu mpm mepBryHOM oOOpalieHnn manneHTa
BBIABJIAETCS M30/IMPOBAHHOE MTOPAXKEHME KOXKM, He-
00XOIMMO HaO/II0NaTh 32 HUM B QMHAMIKe, TaK KaK
U3MEHEHN)sI BO BHYTPEHHIUX OpraHaX HEpemKo Ipo-
MCXOMISAT HAMHOTO T03>ke. Ha TaHHBIT MOMEHT HeJlb-
35 YTBepXJaTb, YTO WM30AMPOBAaHHOE IIOpaKeHue
KO>KHOTO IIOKPOBa MICK/II0YaeT BOBJIEYEHE B IATOJIO-
TMYeCKMIl IPOLlecC BHYTPEHHUX OPTaHOB, TaXKe IpK
MHOTOJIETHEM O/IaTONPUSATHOM TEYeHUM IaTOIOTHU-
YecKoro mpouecca, o ueM coobmynu G. Tuysuz u co-
aBT. B OT4YeTe O 25-7eTHeM HaOIIONeHNN MTallleHTOB
¢ quarnosom I'KJT [43].

Y mauneHToB ¢ NOpakeHMEeM JIETKUX MOXKET pas-
BUTHCSI HENPOAYKTVBHBI Kalllelb, OAbILIKA, 0O/Ib
B 00/1aCTV IPYAHO KJIETKY VI/VI/IV CTIOHTaHHBIE pely-
IVMBUpYIOLIMe IIHeBMOTOPAKCHI [35]. MoryT nmopaskaTb-
cs1 opranbl pucka: IJHC, KocTHBIN MO3T, HIMTOBUHAS
JKese3a, KOCTH, TedeHb, ceneseHka. [lopaskenne JKKT
y pereit ¢ ganHol ¢opmoit I'KJI BcTpedaeTcss penko,
HO TaK>ke aCCOLMUPYETCS ¢ IUIOXUM IPOTHO30M [44],
IpOSBIIACTCA PBOTO, OOBIO B XXMBOTE, TPYEHO KY-
HMPYeMOI1 IMapeel, IoTepeil Beca, MeJIEHOI, B Kpaii-
He TsDKEIBIX CTy49asx MOXKeT OC/IOKHUTDLCA Iepdopa-
L[1ell CTeHOK KMUIIeYyHMKa [45].

B 10% cny4aes npu gannoit popme I'KJI Habmo-
IaeTcs JIeTaJbHBI VICXOJ], Y TPETU HeTell — perpecc
3ab0/eBaHMsL, @ Y OCTA/IbHBIX — BOTHOOOpa3HOe Tede-
Hie (B perpeccupoBaBLINX Ha (poHe edeHNs o4arax
CIIYCTS HEKOTOPOe BpeMs BO3HMKAeT peaKTHBaLA
mponecca MM 0OpasyloTCsA HOBbIe VHQWUIBTPATHI
B IPYTUX JTOKa/IN3aLMAX).
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Puc. 1. PebeHoK 2 MecALEB C AMarHo3om
TMCTMOLMTO3a 13 KNETOK JlaHrepraHca

(bone3Hb AbTa - Jlettepepa — Cuge). Status

localis: naTONOrMyecKmin KOXHbI NpoLecc
OCTPOBOCMANNTENBHOIO XapakTepa, CUMMETPUYHBIN,
NOKanM30BaH Ha BOJIOCUCTON YacCTI rONOoBbI

1 NpeacTaBneH MHOXECTBEHHbIMI PO30BbIMM
nanynamu, NOBEPXHOCTb KOTOPbIX MOKPbITA
OOUBHBIMU XXEeNTbIMI KOPKamu. B LieHTpe paaa
nanyn GopMUPYIOTCA HEKPO3bI C reMoppParnyeckiiM
KOMMOHEHTOM (13 niuHoro apxmea A.B. Monoykosa)

Puc. 2. PebeHOK 2 MecsILIeB C AnarHO30oM
rYCTMOLMTO3a M3 KneTok JlaHrepraHca (6onesHb AbTa —
JletTepepa — Cvise). Status localis: natonornyeckmin
KOXHbI NPOLECC HOCUT OCTPOBOCMANMTENbHbI
XapakTep, PacnNPOCTPAHEHHBIN, CUMMETPUUHBIN,
NIOKa/IM30BaH Ha BOMIOCKCTOM YacCTu rofoBbI,

KOXe TyNOBWLLA, ArOAMLL IALOHSAX 1 CTOMaXx,

B Max0BbIX 1 MOAMBILLIEYHBIX CKNaAKax. BbicbinaHmaA
NPeACTaBEHbl MHOXECTBEHHBIMM PO30BO-KPaCHbIMM
NEHTUKYNAPHBIMY Nanyiamu, CIVBaIOWMACA

B8 06/1aCTV ATOANL, MaXOBbIX M NOAMbILLEYHbIX
cknapakax. [loBepxHOCTb Narys B 0bnacT

TYNOBWLLA MOKPbITa OOUIBHBIMM XKENTbIMN KOPKamMK

C remopparMyeckmm KOMMOHEHTOM (13 IMYHOTO
apxviga A.B. Monoukosa)

Puc. 3. PebeHoK 2 MecsaLes C AMarHo3om
TUCTVOLMTO3a K3 KNeToK JlaHrepraHca

(6one3Hb AbTa - Jlettepepa — Cuge). Status

localis: naToNOrMyecKmin KOXHbIN NpoLecc
PaCNPOCTPAHEHHDI, CUMMETPUYHbBIN, HOCUT
OCTPOBOCMANUTENbHBIV XapaKTep, NOKan13oBaH Ha
KOXe BOMOCKCTOM YaCTy roNoBbl, TyNOBULLA, ArOANL,
NafioHAX ¥ CTOMaX, B MAxOBbIX 1 MOAMbILIEUHbIX
CKNaaKax. BbicbinaHms B 061aCTy NOAMBILIEUHbBIX
BMaAWH NPeACTaBeHbl BETETUPYIOWVMM,
MaLlep1POBaHHbIMK, 3P03MPOBAHHbBIMI BAALWKAMM,
CIIMBAIOWMMUCA MYCTYNe3HbIMI dNeMeHTaMu

(13 nuuHoro apxvea A.B. Monoykosa)

[IpuMepHO y MONOBMHBI HALMEHTOB (OPMUPY-
IOTCS OT/laJIeHHbIEe OCTIO)KHEHN A, CBA3AHHbIE C HEPB-
HOI1, TelnaToOMIMAPHOI, TI'MIOoTanaMo-rumodusap-
HOJ1, OIIOPHO-JIBUTATEIbHOI U JPYTUMMU CUCTEMAMI,
KOTOpPbIe MOT'YT 6ECIIOKOMTD MAI[MeHTa IaXKe CITYCTs
10 meT oT MOoMeHTa ycTaHOBleHusA puarxHosa I'KJL
Pyuck BO3HUMKHOBeHMs pelujuBa 3aboleBaHMA CO-
crapyseT npubausuTenpHo 30%, peakKTUBALMS IPO-
11ecca BO3MOYKHA I10C/IE 2 IeT KIMHUYECKON peMIC-
cun [46].

ITpu 6o0nesuu Xsnpa - lynnepa - Kpucruana
(pacmpoctpanenHas popma 3aboneBaHms 6e3 BOBIIe-
YeHNsA OPraHOB PUCKaA) IepBble IIPU3HAKN BO3HUKA-
I0T B JIeTCKOM Bo3pacTe (dalle oT 2 Jio 6 JeT), HO 3a-
6ojeBaHMe MOXET BCTPEYaThCsl BO BCEX BO3PACTHBIX
rpynmnax [37].

[MonuMopdHoe mopaskeHne KOXU HabIOfaeTcs
npumepHo B 30% cmydaes. Ilatomormyeckmii Kox-
HBIJ1 IIPOLIECC NPEeMICTAB/IEH 9PUTEMATO3HO-TIAITY/IE3-
HBIMY BBICBITAHMAMY C )K€ITOBATO-KOPUIHEBBIM OT-
TeHKOM. XapaKTepHas IOKa/IU3aLus ChInu — 06/1acTh
BOJIOCHCTOI YacTU TOJIOBBI ¥ TPY[MHBI, MeXJIOIa-
TOYHasl 06/1acTb. BBICHITAaHUA MOTYT TaKXKe pacIo-
JIaraThbCA B KPYIIHBIX CK/IaJiKaX, IJje OTMEYAIOT Y37I0-
BaTble 3/IEMEHTHI C U3bA3BIEHNEM Ha IIOBEPXHOCTH.
OmnmcaHbl CTyYanu MOpPa>keHus CAM3NUCTHIX 000/109eK
POTOBOII MONOCTY M KOXM IPOMeXHOCTH. Pexe 3a-
6ojeBaHMe BBIPAXXEHO AVMCCEMUHIPOBAHHBIMU 3PI-
TE€MaTO3HO-CKBAMO3HBIMIU MalyaaMy, HOXOXUMMU
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Ha mpostBneHnst 6omesnu A6ta — Jlerrepepa - Cue,
HO B MEHbIIIeM KOJIMYeCTBe 1 6e3 reMopparunyeckoro
KoMmnoHeHTa. [loce paspelieHns 371€eMEHTOB CBIIN
MOTYT 00pa3oBbIBATHCS MOCTBOCIIAMUTENbHBIE PY6-
sl [37, 41].

Bopnedyenne B mpouecc BHYTPEHHMX OPraHOB
yalle BCEro ONMCHIBAETCA KIACCUYECKON TpUazoil:
HecaXapHbIll AMabeT, CBA3AHHBIN CO crienndude-
CKUM TIOp@KEHUEM THUIIOTaaMO-TUIIO(PN3apHOIL
CUCTEMBI, OCTEONMUTUYeCKUEe NepeKThl KOCTU U 9K-
3odTanbM. YBenndeHNMe B pa3Mepe IIaTONOTHYe-
CKUX MHOWIBTPATOB TIUIIOTATaMO-TUIIO(U3apHOIL
CUCTeMBI M B KOCTAX TYPELIKOTO Cefi/la IIPUBOAUT
K Pa3BUTUIO HeCaxapHOro puabera, KIMHUIECKN
COIIPOBOXK/IAIOIIETOCA MONMYPUEl ¥ HOMUIUIICH-
eir. HecaxapHublil fuaber — pacrmpocTpaHeHHOe (110
50% cnydaeB) U IOTEHIIMANTbHO HeOOpaTUMOe SBIe-
Hue npu 6onesun Xaupa — llymnepa - Kpucruana.
MaHudecranys ero MoXeT IIPOU3OTH CITYCTs TOABI
IIOCTI€ VI 33 HECKOJIBKO JIET /10 YCTaHOBJIEHMU IU-
arHosa [37, 41, 47, 48]. Dx3odTanpM HabmOgaeTCA
npubnusnrtensHo y 10% IanMeHTOB ¥ BO3HUKAeET
BC/IEfICTBIE MOpa)keHMs KOCTel depera, a MMEHHO
HepropOUTATbHON 06/1aCTI, KOTOPOE MOXKET COIIPO-
BOXK/IATbCSl HApyIIeHJeM 3peHIA BIUIOTb JIO €r0 MOJI-
Hoit motepu (puc. 4) [30, 41, 46]. [TopaskeHne KocTeit
Habmogaercss y 80% ManneHTOB ¢ JAHHOI (HOPMOIL
3a00/IeBaHMs, Y TPETY MAIVIEHTOB MUIIECHBIO CTAHO-
BATCsI JIeTKue. B mporjecc MOTyT BOB/IeKaThCst pebpa,
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Puc. 4. PebeHok 2,3 rofa ¢ AvarHo30om rmcTmoLMTo3a 13 KneTtok
JaHrepraHca (6one3Hb XaHpa — Wynnepa — KpuctuaHa).
Habniogaetca GopmUpyoLMIACA NPaBOCTOPOHHNIA SK30dTalbM
(13 nnuHoro apxmea A.B. MonoukoBa)

7omaTky, Koctu Tasa. [Iporuos 6onee Grarompusit-
HBIIL, yeM nipu 6onesHu Ab6rta — Jlerrepepa — Cuse,
OJIHAKO, TIOCKO/IbKY MOPakKeHe ITIa3HIYHBIX, BUCOU-
HBIX, COCLIEBUIHBIX KOCTE aCCOIMMPOBAHO C BBICO-
KM PUCKOM PasBUTHs [ereHepaTUBHOTO Ipolecca
B IJHC, cTangapTHOM TaKTUKOI JOMKHO OBITH JI/TN-
TeJIbHOE NMHAMM4YecKoe HabmofeHue (Hampumep,
TPV TIOMOIIY MATHUTHO-PE30HAHCHOTO TOMOTpadu-
YeCKOT0 MCCIefoBaHM A TOJIOBHOIO Mo3ra) [39].

IOwnarHocTuka

Ycranoska auarnHosa I'KJI Hepepko compsbKeHa co
3HAUUTETbHBIMM TPYAHOCTAMU BCIEACTBYE PasHO-
00pasHOll KIMHUYECKON KapTUHBI U OTCYTCTBUS
MeXIYHapOJHbBIX OOIENPUHATBIX aJITOPUTMOB -
arHoctuku. 3anofosputb I'KJI cnegyer mpu BbIAB-
7eHnu Xamob Ha 6OMM B KOCTSAX M Kalmob, Xapak-
TEPHBIX I HecaxXapHOro fuabera, a Takke Hpu
BO3HMKHOBEHNY XapaKTepHOI cbimy [29]. 30/10ThIM
CTaH/]JapTOM AMATHOCTMKY HPU3HAHO TVCTOJIOTHYeE-
CKOe HCCTIef{OBaHMe aTOMOIMYeCKOr0 oYara ¢ MM-
MYHOrucroxumueit. VimeHTudukaumus xapaxrep-
HBIX KJIETOK U HaJM4due Mapkepos, Takux Kak CDla
u/mnu CD207 (Langerin), mo3BonsioT Bepupuipo-
BaTb guaruo3 I'KJI [23]. Kpome Toro, B 61oncuitHom
Marepuaje BO3MOXXHO OIIpefie/ieHlie TeHeTHYecKol
myTtanunu V600E rena BRAF meTofoM IoIuMMepas-
HOII memHol peakuyy [29]. B page ciaydaeB pexo-
MEH/[yeTCsl TO3UTPOHHO-IMICCUOHHAS TOMOTpadus
¢ 18F-dTopme30oKCcUTIIOKO30It /IS OTpe/ieNeHIs Oll-
TUMA/IbHOTO (C TOYKM 3peHNsA MHPOPMATUBHOCTU
1 6€30I1aCHOCTI) MECTA B3ATUA OMOIICUM.
PexoMenpyemble 1ab0paTOpHbIE MCCIELOBAHM
BKJIFOYAIOT OOIIMIT aHA/MN3 KPOBM, OMOXMMIYECKII
aHa/mM3 KpOBM, KOAryJIorpaMMy, OOLIVWII aHamu3
Moun. MUHMManbHble TPeOOBAaHUA K MHCTPYMEH-
TaJIbHBIM METOIaM UCCIeJOBAHNA — YIbTPa3BYKOBOE
MCCIefoBaHue OpPraHoB OPIOIIHOI monocTy (0coboe
BHUMaHIe VHACNAT pa3Mepy U CTPYKType Iede-
HU U Ce/le3eHKM, OLleHNBAIOT OpIOLIHbIe MUMQAaT-
YecKue Y3JIbl), PeHTIeH OpPraHOB TPY[HON KJIETKI,
0630pHas peHTreHorpadusa ckemera. IIpumeHeHMe
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JOIOTTHUTENbHBIX JTA0OPATOPHBIX 1 WHCTPYMEH-
TaJbHBIX METOHOB [UATHOCTUKY PEKOMEHIYEeTCs
[OCTTe OTIpefieNieHNs TIOKa3aHMil K HUM (HalpuMep,
OlleHKa SH/JJOKPMHHOIO CTaTyCa ¥ MarHUTHO-Pe30-
HAHCHAas1 TOMOrpa(usi FOJIOBHOTO MO3Ta y MalleH-
TOB C IIOJIMYpMelt U ONuUAuIcueit) [29].

JleyeHurie M BO3MOXXHOCTb NPUMeHEeHNA
TapreTHou Tepanum

CeroflHA He CyILIeCTBYeT MeX[YHApOJHOTO CTaH-
TApTU3JMPOBAHHOTO NOAXO0Aa K Tepaluy IMalMeHTOB
¢ I'KJI. AKTMBHO NIPUMEHSIOTCA CIeAYIOoIlNe CXeMBbI:

1. Ilpn nevyeHUM OIPAaHMYEHHOTO IIOPAXKEHMA
KOXKHOTO ITOKPOBAa HAa3HAYAIOTCA TONMMYECKNUe IJIIo-
kokoptukocrepouspsl (I'KC) kak mpemapaTsl mepBoit
MVHVUM, TIpYU A1} Py3HOM MOpaskeHUM — CUCTEMHBIe
I'KC (mpemunsonoH) ¢ BunbmactuHoM (12 MecsiieB)
[46]. B cny4ae HeapdpekTUBHOCTY IpenapaTos Hep-
BOJI JIMHUM MCHO/Nb3YIOT IpenapaTsl BTOPOH -
HII: METOTPEeKcaT, 6-MepKaITOIlypIH, a3aTUOIIPHH,
TaNUIOMIJ, KIaipubMH, HuUTapabuH. BosMOXXHO
HasHadeHue ITYBA-repamnnu, uro cregyer n3 60/1b-
IIOTO KOJMMYECTBA COOOIIEHNUIT O ee BBICOKON a-
¢extnBHOCTN Tpn pedpakreproit ¢dopme I'KIJL
IIpy BO3HMKIIEM peLNMBe BO3MOXKHO IIOBTOpPHOE
npumeHenne IIYBA-tepanuu. OpHako mIpuMeHe-
Hue I[TYBA-Tepanuu mmMeeT orpaHmdeHus: Ipopon-
JKUTETBHOCTD JIEUEHUs [eTell CTapIIero BO3pacTa
COKpallleHa, a JIeTAM B Bo3pacTe 1o 12 neT maHHasA
Tepanus BOBCE IMPOTMBONOKA3aHa 13-3a OGOJIBIIOTO
KO/IM4YeCTBa HaOMIOaeMbIX OO0IHBIX 9D DeKTOB.

2. B ciyyae orpaHMYEHHOTO IOPayKeHM A KOCTHOM
CHICTeMBl BO3MOXKHBI HECKOIBKO BUJIOB HECTPYKLINN
OYaroB: XMPyprudyeckoe JMccedeHye MM HpMMeHe-
HUe MeX/IOpP3TaMMHA, MMMUXVMOJA ¥ (OTONVHAMU-
yeckoil Tepamuy [46]. Ecnyu MMeIOTCs emyHIYHbIE
HopaykeHM s 1 KOCTH, IPOBOJAT KIOPETaX C IOCTIENY-
IOLIVM BBeJleH/eM KOPTUKOCTepOUIOB BHYTpPb OdYa-
ra, Ipu KOIMMYeCTBe 04aroB Oojee 3 B HECKOIBKUX
KOCTAX pekoMeHpayercs HasHadeHne I'KC ¢ Bun6ma-
CTVMHOM B KaueCTBe CYCTEMHO Tepalui.

3. 3onupoBaHHOE IOpa)KeHNUe JIeTKMX Y Ialy-
entoB ¢ I'KJI mpunaro neuutdb cucteMHbiMu I'KC
(mpepumusonon). Ectb maHHBIE 06 OTCYTCTBMU peln-
IMBOB B TeYeHIe BYXJIETHETO MepIofia HabToeH N
nocrte nedenus cucremupiMu I'KC [49]. Kpome Toro,
npu pesucTeHTHBIX popmax ['KJI onpaBraHo HasHa-
YeHle MeTOTPeKCaTa, IpUMeHeHNe KOTOPOro Ipu-
BOJIMJIO K ITOJTHOMY pa3pelleHNI0 BhIChIIIAHMIT Yepe3
2 Mecsna or Havana tepannu. Obpaiaer Ha cebs
BHJMaHJ€ BO3MOXXHOCTb OJHOBPEMEHHOIO IIpuMe-
HeHIsA MeTOTpeKcaTa 1 NIPeJHN30/I0Ha Y ieTell: IpK
TAHHON TAKTVKE OTMeYeHa XOPOIlasi Ie€PeHOCUMOCTb
tepanun. OTMETUM TaK)Xe, YTO y B3POC/BIX IIOCTIE
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Tepanuy a3aTHOIPUHOM HabOmoganu 14-MecsIHbIN
OespenAuBHbLI nepuof. JledeHre IPOU3BOZHBIMI
BUTaMUHa A (M30TPETVHOUH, allUTPETUH) B TeUeHME
8 MecsleB TOXKe MOKa3ano OTCYTCTBME pelVMBOB
B TeyeHle 5-neTHero Habmonenns [49].

4. Tlpn MynbTUCUCTEMHO popMme 3aboTeBaHMS
OTHAIOT IIpefIOYTeHMe BUHOMACTUHY WM IIpef-
HI30JIOHY, MMHUMAJIbHBIN KypC cocTaBideT 12 Me-
caneB. B cmyuyae HemocrarouHON 3¢ deKTUBHOCTH
MalMeHTaM HMU3KOTO PJCKAa MOT'YT OBITh Ha3HAYECHBI
KIagpubyH, uutTapabuH u KnodpapabuH B KadecTBe
MOHOTepanuy 1160 B KOMOMHAINY, TMaljMeHTaM
BBICOKOTO PYCKA — KOMOVMHAIWS KIaApuOMHa U Ii-
TapabyHa, a TaKXKe TPAHCIUIAHTAIUSA CTBOJNOBBIX
reMOIO3THYeCKNX KIeTOK [49]. VMHruburopsl dak-
TOpa HeKposa omyxonu-anbda u aHtu-CDla aHTH-
Tesla B 1moxa He BOIIIM B IIMPOKYIO MPAKTUKY, XOTS
U MMEIOTCSI HeMHOTOYMC/IEHHBIe COOOLIeHusA 00 nx
YCIeIHOM NpuMeHeHuu [49].

BBujy nsMeHeHUI B IPeACTaBIEHNAX O IaTOre-
Hese 3a007eBaHMs ObLIO BBIIBUHYTO MpPEIIONOXKe-
HIe 0 BO3MOXXHOCTY IIPMIMEHEHNA TapreTHOI Tepa-
nuu T'KJI. B psage uccmemoBanuit 6b10 mOKasaHo,
gyto MyTanusa BRAF-V600E ceasana ¢ 6omee BBICO-
KM PUCKOM Pa3BUTHUA pPedPaKTEpPHOTO U peLnat-
supyiomero 'KJI y manueHToB Kak ¢ OrpaHMYeHHOI,
TaK M C pacpocTpaHeHHOI (HopMoli 3abomeBaHM .
Hanpumep, nmaunuentsr ¢ BRAF-myTanueir nmeror
6oree HM3KYIO 9aCTOTY OTBETA Ha TEPAINIO MepPBOIt
MMHUN BUHOIACTMHOM/TIpeH1n30m10HOM (78% Impo-
B 97%) [46]. YuuteiBas TOT (HaKT, 4TO TUIEPAK-
tuBanusa nytu MAPK 6pima o6Hapy)keHa BO Bcex
cnyvaax I'KJI, He3aBUCMMO OT BBIABIEHHBIX MYTa-
LU, TapreTHas TepallsA HaIpaBjeHa Ha IOfaBile-
HIJe CUTHAJIBHOTO IYTM MUTOTE€H-aKTHMBUPYIOIEH
INpOTeMHKMHA3bl. B HacToAllee BpeMs Ha pasniny-
HBIX 3TaIlaX JMCCIeOBAaHUIT HAXOHATCA ClefyIoliye
TapreTHbIe Ipemnaparsl: BeMypadenuod, nabpadpenno
(marnburoper  BRAF), Tpamerunu6, kobmmeTu-
Hu6 (uaruéuroper MEK), copadenn6 (muruburop
ARAF). TenHo-umxeHepHasi 610/I0rnYecKas Tepa-
nus JOMKHA OBITh BBICOKOMHAMBMAYANIM3UPOBAH-
HOI1, TOCKONMbKYy MyTaunuu BRAF MoryT 6bITb mpen-
CTaB/IeHDbl Pa3NIMYHBIMM BapuMaHTaMU, a He TONBKO
BRAF-V600E [46]. ObdeKTUBHOCTD TeHHO-MHXKe-
HepHot Ouonornveckoit Tepamuu B ynedenyu ['KJI
IOKa OIIEHUTDb CJIOXKHO, TaK KaK JCCIeJOBAaHMUA
OTpaHMYEHBI U MPOBOAVIINCH B OCHOBHOM Yy B3pPOC-
NbIX TanueHTOB [46]. HemaBHee MexyHapomHOe
ucciefoBanne Bemypadennba ¢ ydactumem 54 me-
IMATPUYECKMX ITALIMEHTOB C pedPaKTEePHBIM MYJIb-
tucucremMubiM ['KJI mokasano 100% o6muit oTBeT
(monHbIil oTBET B 70% ¥ YacTMYHBIA — B 30% ciy-
JaeB), MOJTYYEHHBI 1TOC/Ie 8 Helelnb MOHOTepaluy
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BeMypadenn6om (20 mr/kr/menn). Onnako y 80% ma-
I[UEHTOB IIOC/Ie OTMEHBI BeMypadeHnb6a BO3HUKIIA
peakTtuBanusa I'KJI. IloBropHOe BBefileHMe ITpenapa-
Ta 66110 9 (PeKTUBHBIM y 75% peaKTMBMPOBAHHBIX
nanyeHTos [50]. B mpepbIayInx nccieoBaHnsIX Be-
MypadeHnnba TakKe 0OTMEUEHO, YTO XOTS TAI[UEHTHI
JOCTUI/IN OT/IMIHBIX I0KA3aTesIell OTBETA, IIOCIE OT-
MeHBI IIpenapara HaOMIOgaanCh 4acThle PelVUBbI
[51, 52]. Tabpadenud — emre OfMH BapUAHT JIeYeHU S
pedpakreproro I'KJI ¢ BbicokuM puckoM. JaHHBI
Ipenapar mpefcTaBisieT COO0I CeJIeKTUBHBIN MHTH-
6urop kuHaspl BRAF; kak coobiiaercs, oH XapakTe-
PU3YeTCst Ty 4IIel IepPeHOCUMOCTbIO IT0 CPABHEHUIO
¢ Bemypadenn6bom [53]. ITo gaHHBIM mepfuaTpude-
CKOTO MCCIeoBaHuMs, mpoBefgeHHoro B Kurae ¢ yua-
crvieM 20 MAILMEHTOB, Y KOTOPHIX OblIa AMAarHOCTH-
poBana pedpakrepHas popma I'KJIL, 06muit ypoBeHb
00beKTUBHOTO OTBeTa Ha MOHOTepanuio gabpade-
Hub0OM coctaBui 65%, a 00LIUIT yPOBEHb KOHTPOJLS
3aboneBanusa — 75% [54]. CTOUT TakxKe YIUTHIBATD
TOT GaKT, YTO IPU OTMEHe Ipelrapara y MHOTUX
[AIM€HTOB BO3HMKAIOT PEUANBLL B CBsi3u ¢ aTum
aKTya/lIbHO TIPOBeJieHNe IIPOCIHEKTUBHBIX MCCIEN0-
BaHUII, Pe3y/IbTaThl KOTOPbIe OTBETAT Ha BOIIPOCHI
00 OITMMAJIBHOI IPOJOIKUTETBHOCTY IIMTOCTA-
TUYECKOJl TapreTHO Tepammyu U ee KOMOMHALMIX
C IPYTUMM METOfJaMM JIEYECHIA.

3aKnoueHue

ABomonus npeacraBaeHnit 06 sruomnarorenese I'KJI
MIO3BO/MN/IA 3HAYUTETbHO PACHIMPUTL CIEKTP MOJ-
xopnoB k guarHoctuke I'KJI. HecMoTpsa Ha coxpaHs-
IOLIVIOCS pOnb MOPGOTOTUIECKUX MCCIIeLOBAHMIA
KaK BepUUIVPYIOLEr0 METOAa, ONpefe/ieHle MO-
HOHYKJIEAPHBIX K/I€TOK C XapaKTepHBIMU MYTallU-
sIMM B HATONOTMYECKMX odarax wnn nepudepude-
CKOJI KPOBM CYILIIeCTBEHHO O0O/IerdaeT yCTaHOBICHNE
IVIaTHO3a NP CTEPTOV KIMHMYECKOV KapTUHE VMIN
HEOJHO3HAYHBIX pe3y/nbTaTax APYTUX METOMOB UC-
crnepoBanuit. HeobXogMMO OTMETUTD, YTO MOJIEKY-
TAPHO-TeHeTUYeCKye UCCIeJOBaHUA 3a CYeT CBOeil
IIPOCTOTHI ¥ HEBBICOKOJ CTOMMOCTU MOTYT paccMa-
TPUBATbCA KaK CKPUMHMHTOBBIE METOMBI U TPV BHe-
OPEeHUM B PYTUHHYIO KIMHUYECKYI0 IIPAKTUKY
[MO3BOJIAIT 3HAYMTENbHO PACIIMPUTH OXBaT obCIe-
AyeMBbIX MalMeHTOB, BXOAAIINMX B TPYIIBI pUCKa.
CBoeBpeMeHHOe ycTaHOB/IeHNe AnarnHosa mpu I'KJI -
OJJHA 13 Ba)KHEMIINX KIMHNYECKMX 3alad C YyU4eTOM
TOTO, YTO JlakKe TPV HEBBIPaKeHHOI CUMIITOMAaTHKe
3a00/eBaHMsl, CYILIECTBYIOIIErO IIPOJO/KIUTE/IbHOE
BpeMsl, IPOTHO3 MOXKET OBITh HeOTArONmpPUSITHBIM
KaK OTHOCUTeNnbHO XapakTepa TedeHusa ['KJI, Tak
n hopMuUpoOBaHUs HEOOPATUMBIX OTHATEHHBIX OC-
JIOYKHEHUIT ¥ PUCKa CMEPTEIBHOTO MCXOfa.
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Hapspy ¢ pacimmpeHueM AMarHOCTUYECKUX BO3-
MOXKHOCTell, HOBble JaHHble O IaTOreHese 3aboje-
BaHA MO3BOIVM/IM OIIPEIENTUTDb TOYKU HPUTOKEHN
TapreTHON Tepamuy. Takue Ipemaparsl, KaK BeMY-
padennob, pabpadenn6d, TpamMeTHHMUO NIPEBOCXORAT
o sddexruBnoctu cucremusie 'KC, xmaccuaeckn

JononHutenbHasa nHpopmauusa

®uHaHcupoBaHue

PaboTta npoBepeHa 6e3 npuBneYEHUA LOMONHWTENb-
HOro GpMHAHCMPOBAHMWA CO CTOPOHbI TPETLUX NNL.
KoHpnuKT nutepecos

ABTOpPbI AeKNapUpyoT OTCYTCTBME ABHBIX U MOTEHLMaNb-

HbIX KOHGMKTOB MHTEPecoB, CBA3aHHbIX C Ny6nmKaumen
HacToALLEeN CTaTbu.
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Langerhans cell histiocytosis as a clonal disease
of mononuclear phagocyte system

E.F. Khynku' « M.K. Monaenkova? « O.B. Tamrazova® «
AV.Taganov? « M.A. Gureeva’ « G.E. Bagramova®

AV. Molochkov' 2

Langerhans cell histiocytosis (LCH) belongs to
histiocytic proliferative diseases, which are rare
in clinical practice; however they pose significant
challenges both for their diagnosis and choice of
therapeutic strategies. Histiocytic proliferative
diseases are the scope of oncology; nevertheless,
at the diagnostic stage the patients are referred
to pediatricians or dermatologists. That is why the
interdisciplinary interaction of various specialties
and common approaches to their classification, di-
agnosis and treatment are important for the man-
agement of patients with histiocytic proliferative
disorders.

Accumulation of the studies on the LCH patho-
physiology has promoted the development of new
diagnostic algorithms and treatment methods.
After the fact of MAPK signal pathway activation
had been established, the potential target for ther-
apy was identified. Neoplastic nature of LCH has
been hypothesized. If confirmed, we can expect
actual diagnostic algorithms being elaborated, in

particular, the potential to predict the disease de-
pending on the tumor clone mutation type. The
unique characteristics of LCH including proliferate
clonality (presumable of neoplastic nature), the
disease course with spontaneous regression and
frequent relapses and tropism to certain tissues
(target organs) make up the grounds for further in-
depth studies of the disease.

Key words: Langerhans cell histiocytosis, MAPK
pathway, BRAF-V600E mutation, target therapy for
Langerhans cell histiocytosis
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ly3blpyaTka NpepcTaBAseT cobon rpynmny Xpo-
HUYECKNX ayTOMMMYHHbIX MY3bIpHbIX AepMaTo-
30B, B OCHOBE KOTOpPbIX NeXUT GopmMmUpoBaHme
QHTUTEN K PasfiMyHbIM 3MMAEPManbHbIM ayToaH-
TUreHam. inutenbHoe Bpemsa efVHCTBEHHON Te-
paneBTUYECKON onuuen ana 3Toro 3abonesaHus
6blIO  MOXKU3HEHHOE WCMONb30BaHME Hecenek-
TUBHbIX MNMMYHOCYMNPECCUBHbBIX NeKapCTBEHHbIX
CpeAcTB, UTO pefko COMpPOBOXAANOCb HacTy-
nieHnem MoaHOW PemMnccmm, HO NPU 3TOM acco-
LUMPOBANOCh C Pa3BUTUEM TAXENbIX MOOGOYHbIX
peakuuin. B HacToAwen cTaTbe npefcTaBaeHO
OfiHO 13 nepBbiX B Poccum onucaHne npumeHe-
HUA puTyKcumaba (TapreTHbIi npenapat, npu-
BOAAWMI K Aenneunn B-numooumTos) npu AByx
BapMaHTax WCTUHHOW MNy3blpyaTky (BYNbrapHomn
VN NNCTOBMAHOW), PE3UCTEHTHbIX K CTaHZApTHOMN
Tepanuu roKoKOPTMKOCTEPOUAaMU B COYETAHNN
C MIMMYHOCYNpeccMBHoOW Tepanuen. NprmeHeHne
puTyKkcumaba B KaXkAoM Ciiyyae NnpuBesno K Bbipa-
YKEHHOMY KnuHuuyeckomy 3GdeKTy 1 no3Bonmno

NMPOBECTU ObICTPOE CHWXKEHME [03 CUCTEMHOW
KOPTMKOCTEPOUAHON Tepanuu [0 MOALEPXKN-
BalowWwux. lonyuyeHHble pe3ynbTaTbl MO3BONAT
NPeAnosioKNTb BO3MOXHOCTb MPUMEHEHVA Pu-
TyKcumaba mpu TOPNMAHOM TEYEHWUU WCTUHHOW
Mny3bIpYaTKY, @ TAKXKE B KAUeCTBe afbloBaHTHOW Te-
panuu nNpu HefoCTaTouHON 3PPEKTUBHOCTY Tpa-
OULMOHHBIX METOAOB JIEYEHNA STOFO AepMaTo3a.

KnioueBble cnoBa: BynbrapHaa ny3blp4yaTKka, 1n-
CTOBMAHAA Ny3blpYaTka, pMTchmmaﬁ

Ana untupoBaHmua: KapsaHos OB, YepHdaesa EB,
Kynpuanosa Al Monoukosa OB, 3eHkesuuy EB,
Monoykos AB. B-knetouHas fenneums B feYeHun
WCTMHHOW My3blpuaTKu: OMWCaHWe [ABYX KAMHWYe-
CKMX HabnoAeHWn 1 0b3op AnTepatypsl. AnbMaHax
KIVHUYeCKon MeanumHbl. 2022;50(7):439-446. doi:
10.18786/2072-0505-2022-50-050.

Moctynuna 30.09.2022; nopabotaHa 14.12.2022; npu-
HATa K myonukaumm 21.12.2022; ony6avKoBaHa OH-
nanH 27.12.2022

'TBY3 MO «MOCKOBCKNMI 061aCcTHO HayYHO-MCCIEA0BATENbCKMIN KIMHUYECKNIA MHCTUTYT M. M.O. Bnagummnpckoroy;
129110, r. MockBa, yn. LLlenkuHa, 61/2, Poccuiickaa Oepepaums

2000 «MeguumnHckmn ueHTp "daHnanb"y; 354340, r. Coum, yn. KnupoBa, 56a, Poccuiickas ®egepauus

y3bIpYaTKa IpefcTaBisier coboil rerepo-
TeHHYI0 TPYIIY XPOHUYECKNX AyTOUM-
MYHHBIX Iy3bIPHBIX J€PMaTO30B, IOpa-
JKAIOIINX KOXY U CIUSUCTbIE 000I0YKN
[1]. 3aboneBaHme CKIOHHO K peLMANBIPOBAHMUIO
I B 3HAYMTENDHOIM CTEIEeHM BAMHAET Ha KadeCTBO

JKU3HU TIAI[MEHTOB, a 6€3 Ie4eHu s 0ObIYHO 3aKaHYM-
BAeTCsl JIETAIBHBIM MCXOMIOM B TeY€HVe MEPBBIX TIO-
JIyTOpa-JBYX JIeT OCIE iebroTa.

Haubonee 4acThlM BapMaHTOM SIBISETCSI BY/Ib-
rapHas Iy3blpyaTKa, eXerogHasi oOLeMupoBas 3a-
60reBaeMOCTh KOTOpOIT cocrasisier oT 0,76 no 16,1
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Ha 1000000 HaceneHMsA B 3aBUCMMOCTHU OT reorpa-
¢uaeckoit 06acTy 1 HAIVOHATBHOI IPMHAIEKHO-
cTi [2, 3], mpu aToM Yale 3a60jieBaHue HabOM0gaeTCs
y allIKeHa3CKMX eBpees [3, 4]. 1o, BepoATHee Bcero,
CBSI3aHO C BBICOKOI PacIpOCTPaHEHHOCTBIO B JlaH-
Hot monynauuy resos HLA-DRBI*04:02, Torma Kak
BapuanT HLA-DQBI*05:03 6onee xapakTepeH s
Ipyrux HapogHocTell [5]. BynbrapHoit myspipyaTkoit
yale 6OJIEI0T >KeHIVIHBI, CPeHII BO3pacT febioTa
BapbupyeT B mpefienax 50-60 e, npu 3TOM MMe-
I0TCSA pefiKyie COOOMIeHNA U O BeTCKUX popMax 3Toil
6omnesHu [5].

[TaroreHes IysbpIpYaTKY CBA3BIBAIOT C (GOPMUPO-
BaHMEM ayTOAHTUTEN KjIacca MMMYHornobynHa G
(IgG) K sanmpepMabHBIM MOJICKY/IaM afiT€31N, B IIep-
BYI0 O4epefib K OCHOBHBIM KOMIIOHEHTaM JeCMO-
CcoM — ecMorienHaM 1-ro u 3-ro Tumnos [1]. VIsBecTHO
M O [PYIMX MHTpasIUepManbHBIX OenkaX, BBI-
CTYHNAOIIMX B POIM ayTOAHTUTEHOB [6], TAKMX KaK
anbda-9-aleTUIXONMHOBRI penentop [7], mmako-
¢unuu-3, anbda-2 MaKpOrnmoOyIMH-TOZOOHDI MH-
rubutop nporeassl A2MLI1 [4], a Takxke 0 pasnny-
HBIX CyOTMIIAX MMTOXOHJIPMATbHBIX HUKOTUHOBBIX
XOJIMHEPIUYecKUX PeLelTOPOB, OfHAKO WX Cylle-
CTBOBaHIe Yallle CBU/IETE/IbCTBYET 06 OTIMYHBIX OT
BY/IbrapHOII Iy3plpyatky popmax 3abomeBanus [6].
CasspiBanue IgG ¢ gecMornenHoM (Mnu ZpyruMm ay-
TOAQHTUTEHOM) IIPMBOJUT K yTpaTe KepaTUHOLUTaMU
UX CIIOCOOHOCTM K afre3un (peHOMeH aKaHTONN3a)
[8, 9], uTO, B CBOIO OYepenp, BbI3bIBaET POPMIPOBa-
HUe MHTPasIUiepMalIbHBIX ITy3bIpeil I BOSHIKHOBe-
HIle XapaKTePHOI KIMHMYECKON KapTUHBL. 30/I0THIM
CTaHIAPTOM [AMATHOCTUKM ITY3bIPYATKM IIPU3HAHO
maToMop(oIOrMYecKoe JCCIejoBaHNe 3[OPOBOIL
KOXJ MeTOHOM IpAMON MMMYHOQIyOpeclieHIINN,
MO3BOJIAIOIee ONpele/INTh HAKOIIEHMe AHTUTEN
knmacca IgG n C3-dparmMenTa KOMIIEMEHTa B MEX-
KJIETOYHOI CBA3BIBAIONIEN CYOCTaHIINY STINAEPMICA.
LluTonornmyeckoe ucclefoBaHMe Ma3KOB-OTIIeYar-
KOB CO CIIMBNCTBIX 000OYEK TAaK)Ke MMeeT BajKHOE
AMATHOCTUYECKOe 3HAYeHUe, ITOCKOIbKY Hajdue
AKAHTONMUTUYECKUX KJIETOK — XapaKTePHBIIT IPU3HAK
my3pipuatki. [Ipy 9TOM criefiyeT IOMHUTb, YTO B OT-
IeNbHBIX CTy4asiX, B 0COOeHHOCTHU B febroTe 3abore-
BaHILA, 9TY K/IETKYU MOTYT OTCYTCTBOBATH [10].

C cepeMHBI IPOLIOrO BeKa CTaHLAPTOM JIede-
HUS IY3bIPYaTKM CYMTAETCS HeCENeKTUBHAs UM-
MYHOCYyIIpeccus, HOCTUIaeMasl IIpU IIOCTOSHHOM
UCIIONIb30BAHMUY CUCTEMHBIX ITTIOKOKOPTUKOCTEPOU-
noB (I'KC), asarnonpuna, Mukodenonara moderna
U MeToTpeKkcara. [IpuMeHeHMe STHX JIeKapCTBEHHBIX
CPe[ICTB 3HAYUTETBHO YIYyYLIMIO IIPOTHO3 3aboje-
BaHNA U IO3BOINIO CHUSUTD CMEPTHOCTD OT ITy3bI-
puatku ¢ 70 mo 30% [11]. OgHako B GONMBIINHCTBE
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Cy4yaeB JINTETbHOE MCIO/Nb30BaHUE HeCENTeKTVB-
HBIX IMMYHOCYIIPECCaHTOB COIIPOBOXKJAeTCS Pa3BU-
THEM CePbe3HBIX TOOOYHBIX 3 dekToB (BTOpMYHAL
HaJIIOYeYHMKOBAA M TUIOTaJIaMO-TMHopu3apHasd
HeJOCTaTOYHOCTD, CaXapHBIl AMabeT, TsXKeJIble MH-
dexuunu, rumeproHmyeckas 60me3Hb, TPOMOO3bI
U Ip.), YTO CYILECTBEHHO OC/IOXKHACT BefIeHMe TaKMX
OOBHBIX, B TOM YNC/Ie HETaTMBHO CKasbIBAaeTCs Ha
IpUBEP>KeHHOCTH Tepanuyu [11].

HoBbIM 3TamoM B COBEpLIEHCTBOBAHMM MeETO-
JOB JIEYEHVs PA3IUIHBIX AyTOMMMYHHBIX 3a60-
JIeBaHUII CTaly TeHHO-VH)KeHepHble JIeKapCTBeH-
Hble Ipenaparsl, crelquUYHbIe K OIpele/eHHBIM
6ekaM Ha IMOBEPXHOCTM MMMYHHBIX KJIE€TOK WU
K IUTOKMHAM, ONOCPeAyIOIIMM pa3JIMYHble UM-
MyHHble peakuyy [11, 12]. K takxum mnpemaparam
OTHOCHUTCSI PUTYKCUMAO — XMMEPHOE MOHOK/IOHA/Ib-
Hoe aHTuTeno K aHTureny CD20, pacnmonoxeHHO-
My Ha TOBepXHOCTU B-mumdornuTos. VIsHauanbHO
pUTYKcuMab ObUI Off0OpeH HJA jed4eHMs OOTbHBIX
CD20-1monoXuTenbHbIMM  HEXOIKKMHCKUMU  TMM-
¢domamu n xpoHudeckum mmmdorneiikosom [13],
a BIOCNIE[ICTBUU CTAA C YCIIEXOM JCIIONb30BATHCA
B Tepalluy TsKeNbIX (GOPM CEPOIO3UTUBHOTO PeB-
MaTOMJTHOTO aPTPUTA ¥ Ay TOMMMYHHBIX BaCKYIUTOB
[12]. MexaHMU3M [IeNCTBUA PUTYKCUMaba OCHOBaH
Ha gerwteruy CD20-T0M0XUTeNbHBIX TUMQOIUTOB,
OIIOCPElyeMOI ~ aHTUTENO3ABUCUMON  KJIETOYHOI
IUTOTOKCUYHOCTDIO, KOMIIJIEMEHT3aBUCUMOI LIUTO-
TOKCHYHOCTBIO, aHTUTEN03aBUCYMBIM (PAarouTo30M
U VHAyKIuei anonTosa. V ecnu B cnydae numdo-
nporudepaTrBHOro 3a60/IeBaHI TePANIeBTUYECKIIT
a¢pdexT puTykKcuMaba OCHOBaH Ha IIPAMOM LIVUTO-
TOKCMYECKOM [eICTBUM B OTHOIIEHMM 3/I0Kade-
cTBeHHBIX CD20-IIO/TOXUTENBHBIX KIeTOK, TO IIPK
ayTOMMMYHHOI TIaTOJIOTMM €ro IOJOXKNTeIbHOe
TeVICTBUE peau3yeTcs IyTeM IIOCTEIIeHHOTO MCTO-
IeHMA MyNa AHTUTENONPOAYLMPYIOINX KIeTOK
(3a cuer memrenyy npe-B-muMQOLIUTOB U 3pebIX
B-muMdonnToB) M HapyLIeHN Ipolecca Ipe3eHTa-
nuu ayroaHTtureHos T-mumpounrtam-addexropam
[14].

BBuny OTHOCUTENIBHO pEeNKON BCTPEYAEMOCTU
Iy3bIPYaTKM ONBIT IPUMEHEeHUA PUTYKCUMaba y Ta-
KMX OOJBHBIX BO BCEM MUpe [OIroe BpeMs Orpa-
HUYMBAJICA Pa3pO3SHEHHBIMU KINHUYECKUMU OIU-
CaHMAMU OTHAENBHBIX C/Iy4YaeB, YTO He IO3BOJIANO
cliefiaTh OJJHO3HAYHBIX BHIBOZOB 00 9 deKTuBHOCTH
1 6e30IIaCHOCTY TIpenapara B COOTBETCTBUM C COBPe-
MEHHBIMM CTaHIApPTaMU JOKa3aTeTbHOI MeIUIHEL
OpHoT U3 MepBbIX TAKUX MYONMMKaIUII cTana paboTa
T. Salopek 1 coasrt. (2002), B KOTOPOIT IPUBEIEH OIIBIT
VICTIONIb30BAaHMs PUTYKCUMaba B KadecTBe Tepaluu
CIaceHMsA y MOJIONOM MALMEHTKM C TsAXKeNelImum

KnuHuyeckme HabnogeHua
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TeYeHMeM BY/IbTapHON Iy3bIPYaTKM, MPAKTUYECKN
IIOTHBIM IIOPa)KEHUEM IIOBEPXHOCTU KOXKM, OC/IOX-
HEHHBIM pa3BUTHUEM CeICyca U IMOTMOPTaHHOI He-
noctarouHoctu [15]. [lepBoHavanpHast HU3KOJO3HAS
cucremHas Tepamusa I'KC (0,5 mr/kr/cyT) n asatu-
ompuHoMm (1 Mmr/kr/cyt) 6buta HeaddekTUBHA, KaK
U IHOCNeRYIOoNVe IONBITKY YIYYIIUTh COCTOSHUE
C IOMOIIBIO ITY/IbC-TePANINI METU/INPETHI30TI0HOM
(mo 1000 Mr/cyT), BBICOKMMM HO3aMU a3aTMOIIpUHA
(mo 3 mr/kr/cyT), MukodeHonata ModeTnIa, UKIO-
¢dbochamupia, BBefleHN I BHYTPUBEHHOI'O IMMYHOITIO-
OynuHa n ceaHcos mnasmadepesa. Crycts 6 Mecs1eB
JledeHM s MallMIeHTKa BCe ellle HaXOfUIach B YC/IOBI-
AX 0YKOTOBOTO II€HTPa B COCTOSHUU KpaliHel Tsxe-
CTH, ¢ OOMIMPHBIM NOPa’keHVeM KOXKI U CIM3UCTHIX,
CYLIeCTBOBABIIMM Ha (OHE pPENMAVBUPYIOIIETo
cenicuca. Ha 282-i1 meHb rocnuranusanuu eir 6piia
BBIIIOJTHEHA IlepBasi MHGY3us purykcumaba B fose
375 mr/m?. B 061eit cio>kxHOCTM 6ONIbHAS TOTyYMIa
4 yHQYs3UM 3TOTO Ipemapara ¢ MHTePBaJIOM B 7 THe
u eute 2 nH}ysuu ¢ nuTepsamamu 20-28 nHeli, npu
9TOM KJIMHIYECKY BUAMMOE YIIy4IleH) e COCTOSHNA,
B TOM 4NCJIe CO CTOPOHBI KOXU, HaOIIONANIOCh yxKe
IOC/Ie TPeTbero BBefeHUA. ABTOPHI CTaTbU OTMe-
YaloT, YTO IIPOLIECC PEINMUTENN3AUNUM OBUT JONIUM,
Y JIMIIb K 92-My QHIO TIOC/Ie 6-TO BBEIeHNA PUTYKCH-
Maba (To ecTb daKTU4ecKu yepe3 162 [HA OT MOMEH-
Ta nepBoit nHPysun) 95% BSA koxu pesnurenusu-
posasnocs [15].

B mocnegylomue romsl ObUIO OMy6IMKOBAHO
HECKOJIBKO JIeCSITKOB ITOZOOHBIX KIMHUYECKMX Ha-
OmofieHMiT, B KOTOPbIX PUTYKCHMMab MCIOIb30BaJI-
Cs B PA3IMYHBIX PEXUMaX: HaIpuMep, IO OHKO-
JIOTMYeCKOMY IPOTOKONY B jo3ax 375 Mr/M* B BUfe
4 exeHenenbHbIX MHPYsuit [16-18], unn mo cxeme,
IIpMMEHAEMOV i1 JIe4eHN I peBMaTOUIHOTO apTpH-
Ta, COINIACHO KOTOPOI PUTYKCMMab BBORUTCS JBY-
KPaTHO C MHTePBaJIOM B 14 gHell B QUKCUPOBaHHOIN
nose 1000 mr [19]. B 2017 1. MeguIMHCKOI 0OLIe-
CTBEHHOCTU OBLIN IIPefCTaBIeHBl JAHHbIE IEPBOTO
IPOCIIEKTUBHOTO MHOTOLICHTPOBOTO  OTKPBITOTO
MCCIe0BaHys (PPAHITY3CKOI TPYIIIBL IO U3YYEHNIO
ayTOMMMYHHBIX 3a00/eBaHMII KOXW, B KOTOPOM
BBINIOZIHEHO CpaBHeHMEe 3¢ deKTUBHOCTI 1 Gesomac-
HOCTY INpUMeHeHusA purykcumaba B pgose 1000 mr
(2 nndysun c naTepBamoM B 14 nHeil) B KOMOMHa-
UM C TIPefHU30JI0OHOM ¥ CTaHJJapPTHOI Tepaluy
npefHMU30moHOM ¥ myane6o [20]. Beino moxasaHo,
4YTO CIYCTA 24 Hefeny OT Hadaja jedeHusa 89% ma-
IIVIEHTOB TPYIINbI PUTYKCUMaba JOCTUTIIN PEMUCCUN
110 CpaBHEHUIO C 34% B TpyIIle Tepanuy IPeJHU30-
noroM (p <0,0001), mpu 3TOM 6OJNBIIAsA YACTOTA TA-
JKe/IBIX He)Ke/IaTeTbHBIX SIBJICHUII TaKXe Hab/Iiofa-
Jach B I'pYIIIIe IIpMeMa IpefHU30/I0Ha (53 coObITUA

KapsaHos O.B., Yeprsesa E.B., KynpuaHosa A.I, Monoukosa FO.B, 3eHkesuy E.B., Monoukos A.B.
B-knetouHas Aenneuys B nedeHn UCTMHHOM My3blpUaTKy: ONUCaHMe ABYX KNMHUYECKMX HabmofeHnii 1 0630p nutepatypbl

y 29 mauyeHToB). Pe3ynbTaTsl 9TOr0 MCCIETOBAHMNA
JIeTTI B OCHOBY PErMCTPAaLlMM PUTYKCHMaba Io Imo-
Ka3aHMIO «By/IbrapHas myssipyatka» B CIIA (2018)
n EBponeiickom corose (2019).

Huxe mpuBopuM ABa KIMHUYECKUX IIpUMepa
UCIIONIb30BAHMS PUTYKCHMaba y IallMeHTOB C BYJIb-
TapHOII My3bIPYATKOI, KOTOPBIe MOMYYaIN edeHNe
B JlepMaToBeHeponorndeckom orpenennu ['6Y3 MO
MOHMKUN um. M.®. Bragumupckoro (MOHMKN)
B 1epuop ¢ aexkabps 2020 mo mait 2021 r. OT™MeTum,
4TO 3TO OZHO M3 IEPBBIX ONMCAHUIT HPUMEHEHMS
pUTYKCMMaba IIpU MCTUHHOM IIy3bIpyaTKe B OTede-
CTBEHHOJI Hay4YHOI1 muTeparype [21].

KnuHunyeckoe HabnoaeHue 1

ITammenTka 32 /€T C HEOTATOIIEHHBIM COMATUYECKUM
aHaMHe30M, COLManbHO Oaromony4Has, Obla TOCIN-
TaJM3MPOBaHA B JIePMAaTOBEHEPOIOTMYECKOe OTHENIeHIMe
MOHVKMN B nexa6bpe 2020 r. VI3 aHaMHe3a U3BECTHO, YTO
IMarHo3 BY/IbIAapHON Iy3bIPYATKM YCTAHOB/IEH KIMHIYE-
CKJ OKOJIO 2 JIeT Ha3aJ| II0 MeCTy >KMTeNTbCTBA, peKOMeH-
noBaH npueMm I'KC, or ucnonbsoBaHMA KOTOpBIX Haliu-
€HTKa BCKOpe OTKasajach, IIPUMEHSNa SNU30[UYeCKI.
OCHOBHOIT >ka/1000i1 B Hadasie 3abomeBaHusl ObIIO HA/M-
qyie B IIOJIOCTY PTa 9PO3MIL U HAjIeTa, KO>KHbIE IIPOABICHU
B 9TOT Ilepuop orcyTcTBoBanu. O6¢cefoBaHa B OTHOIIe-
HUM HaTN4Us AHTUTET K ZeCMOITIeNHY 1 1 3, TUTP uX ObLI
HIDKe TIOPOTOBBIX. b1omncusA He BBIIONTHANACh. B TeyeHme
2 MecslleB, IpeUIecTBOBABIINX HACTOAIIEN TOCIUTAIN-
3aIMM, COCTOSHNE IIPOTPECCUBHO YXY/IIATOCh: BOSHUKIIO
orpaHyYeHe OTKPbIBAHMS PTa, CyXOCTb 1 60/Ie3HEHHOCTD
C/IM3UCTON, IPUCOEAVHUIOCH IOpaXKeHNe KOHBIOHKTIBBL,
C/IM3UCTON HAPY>KHBIX II0O/IOBBIX OPTaHOB, Ha KOXKe IIOABU-
JIXCh OOM/IbHBIE BHICHITIAHMA.

ITpu HOCTYIUIEHNN COCTOSIHYE TsXKenoe, Cyodeopuib-
HO JUXOPAJuUT, IUIOWAfb MOPAa’KEHMA KOXI IIPEBbIIIAeT
70%, BOB/I€YEHBI BCE BUAMMBIE CIU3UCThbIe. KOXKHBII IIpo-
11ecC IpeACTaBIeH OOMIMPHBIMY SPO3U MM, TOKATN30BaH-
HBIMM Ha KO)Ke /NI, IeM, TY/MOBMINA, BEPXHUX U HIK-
HUX KOHe4yHocTell. Ha koxxe TynoBmia 1 KOHEYHOCTEN
MHO>XXeCTBEHHBIe ITY3bIPU C APsI6/I0it MOKPBILIKOIL, Cepo3-
HO-TeMOPPArnIecKuM COfePXKUMBIM, B OOTacTy CIIMHBI
CKJIOHHBIE K C/IMSHUIO ¥ 00pasyolue o0InpHble y4acT-
KI OTC/IOMKM SMMJEPMICA IO TUILY «MOKPOJ IIPOCTBIHI».
CumnroM HUKoIbcKOro pesko momoXuTenbublit. Kpacnas
KaliMa Iy6 MOKpbITa CIIOLIHON THOMHO-TeMOPparniecKoll
KOPKOJI C TOYeYHBIM KpoBoTeueHMeM. OTKpbIBaHUE pTa
PE3KO OrpaHMYEHO (MakcuManbpHOe oTkpbiTHe 1,5-2,0 cm),
Ha sA3bIKe Oeblil HajeT, M0 OOKaM BUIHBI BIaBJIE€HUSA OT
3y060B, eIVHNYHBIE 9PO3UN C Cepo-OenbIMU IJIEHKaMU,
rHOJHOe oTfensemoe. Cnmsucras MOMOCTY HOCA, JOCTYII-
Hasg OCMOTPY, B FeMOpparn4ecknx Kopkax. Beku oTeuHbl
1 9pO3UPOBAHBI, C THOMHBIMY KOPKaMI Ha IIOBEPXHOCTH,
KOHBIOHKTIBA sIPKO TUIIEPEMIPOBAHA, 00MIbHOE THOITHOE
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otfiensgeMoe 13 ob6oux riaas. Ha camsucToit momoBsx op-
raHOB OOIINPHBIE 9p03KN Oe3 IPU3HAKOB SIMUTEIN3ALIIL.

CrycTa 3 IHA OT Havyazma TOCIUTANU3aL U, HECMOTPSA
Ha IPOBOAMMYIO Tepanuio (IpegHn3onox 100 Mr/cyT, uH-
¢dysnonHas, aHTMOaKTepuaabHasA Tepanus, MOCUHLPOM-
HOe JIedeHMe), TAXKeCTb COCTOSHMSA OOMbHOI 3HAYNUTEND-
HO HAapoOC/ia, BOSHUKIM OOLIMpPHbBIE 00/IACTM OTCIIOVNKY
snupepmuca, cHOPMUPOBANUCH KPYIIHBIE MOKHYIIVE
9pO3MBHBIE IIOBEPXHOCTH. B 1abopaTopHbIX aHa/NMM3ax OT-
Medasach TUIONPOTeMHEMNUsA, TUII0aTbOyMIHeMNUs, 3Ha-
4uTeNbHOE HOBbILIeHNe GubpuHOreHa 1 C-peaKTUBHOTO
6enka (CPB), HeifTponeHus u MUMQOINEHNA, IPOTEUHY-
pus, ABIEHUSA MeTabONIMYecKOro ajkanosa. BbimonHeHO
UMMYHOMOPdosorndeckoe MccaefoBanme OMOITATa 3710-
POBOJI KOXJ MeTOHZOM MMMYHOQIyOpecleHIn), B pe-
3y/IbTaTe Yero BbIsIB/IeHA YeTKas MMHeliHas pukcarus IgG
B MeKKJIETOUHOIT CBA3BIBAIONIEN CyOCTaHIIMY 6a3a/IbHOTO,
HIMTIOBATOTO M 3€PHUCTOTO CI0EB 3MMJEPMICA, 04aroBas
¢ukcaunsa C3-pparMeHTa KOMIIZIEMEHTa B MEXKJIETOY-
HOII CBA3bIBaloLlell cybcTaHuyuy 6asampHOro cos. Ilpu
VICCTIeIOBAHMY CHIBOPOTKM KPOBU OTIPe/ieNIA/I0Ch BHICOKOE
cofiep>KaHme aHTUTeN K iecMorenHy 3 (> 200 ex/mon).

B cBA3KM C TAXKECTHIO COCTOAHMSA MAIlMEHTKa Iepese-
TleHa B OTZIe/IeHNe peaHNMMAaIlV I MHTeHCUBHON TepaImnit,
rie nonyyana myabc-trepanuio ['KC (1000 mr/cyT), aHTU-
6aKTepuanbHYIO ¥ IOCUHAPOMHYIO Tepalnuio, miasmade-
pes. Ha ¢poHe mpoBOAMMOro Ie4eHNsA COCTOAHUE HOIBHOI
yHanIoch CcTabunnanpoBath, HOPMUPOBAHIE HOBBIX IIy-
3bIpeil MPEKPaTUIOCh, OHAKO B MOCIeyIomue 2 Mecsala
COXPaHAMUCH OOIIMPHBIE MOKHYIIVIE 3PO3MBHbIE IIOBEPX-
HOCTM 6€3 TEeH/ICHIIMN K SIUTeNN3aL NN,

Ha 55-i1 jeHb OT MOMEHTa IOCHUTAAN3ALUN B YCIIO-
BUAX OTAENEHNA peaHVMAIVM ¥ WHTEHCHBHON Tepamnn
HalMeHTKe ObI/Ta BBIMOMHEHA NepBas MHQy3usA mpemnapa-
Ta pUTyKcuMa6 B fo3ze 1000 mr. C 1enbio npodumIaKTukm
PasBUTHA MHPY3MOHHBIX PEaKI[Ul — U3BECTHOTO I'PO3HO-
TO OCTIOXKHEHMsI IePBBIX BBeEHMIT PUTYKCHMaba — Oblia
Ipou3BefieHa peMeIMKaIVsA 0 CTAaHAAPTHON cxeMe, NH-
¢ysuo 607bHAs NepeHecTa YAOBIeTBOPUTEIbHO. BTopoe
BBeJIeHNE PUTYKCHMa0a B TOI e J03€ BBIIIOHEHO CITYCTs
14 [Hell U He COIIPOBOXKIANOCH PA3BUTHEM MOOOYHBIX AB-
JIEHNIA.

ITpubnuauTenbHO Ha 3-ii Helesle OT MOMEHTA IepBOil
nndysun purykcumaba COCTOSHME KOXKM OONIBHOI 3a-
METHO Y/IYy4YLINM/IOCh: OONBLIMHCTBO MEIKMX ¥ CPefHUX
9pO3MIl SMMUTENM3UPOBATIOCh, CHOPMUPOBATNUCH MHO-
JKeCTBEHHBIe ~ TMIIePNIMTMEHTHMPOBAHHbIE  ITOCTBOCIA-
NUTENbHbIE MATHA PasIMYHOro pasMepa. CoOXpaHATNUCH
o6LIMpPHBIE CyXMe 3pO3UM Ha OOKOBBIX IOBEPXHOCTSX
1Iey, CIIMHE, KOJKe HVDKHMX KOHEYHOCTEN, IIPU 3TOM Kpas
9po3uil CysuMauch, cuMnToM HUKONIbCKOTO OTpuIaTennb-
HBIl. SIBleHMsA 671epapOKOHDIOHKTUBUTA U 3PO3UBHOTO
MOpa)keHUs CAM3NUCTON HOCA U MOJNOBBIX OPraHOB IIOJI-
HOCTDBIO KYIMPOBAJINCh, KpacHas KajiMa Iy6 O4MCTHIACD
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OT KOPOK U aNNTeNn3upoBanach. Ha cnimsucroit momoctu
pTa COXpaHsINCh CepoBaThle HAa/leThl, HAOMIOAAaMach pes-
NUTeIN3alNs CYLleCTBOBABIINX IIpeX/ie apo3nit. B oTHO-
meHN1 TabOpaTOPHBIX IMOKa3aTesell y GOIbHOI COXpaHsI-
nmach aHeMus (reMorno61H 97 r/71, spuTpounuTs 3,5 x 10°/1),
ypoBeHb NMMMQOLUTOB HOPMAIM30BANICS, IIPOTEUHYPUS
KynupoBanack. COXpaHANOCh BbIPAa)KeHHOE IOBBIIIEHNE
CPB (94,3 r/n), pubpunorena (7,8 /1), CKOpOCTY OCEfAHNS
apuTpounToB (73 Mm/4).

Brimors o xonma ampensa 2021 r. repanua I'KC npo-
IO/Kazmach B Ho3e 85 MI/CYT, IOC/Ie 4ero ObIIO MHULUMN-
POBAHO ITOCTENEHHOE CHIDKEHE NO3bI TpegHu3onona. Ha
112-i1 feHb OT Hayaja FOCHMTAAM3AL MUY ITallMeHTKa OblIa
nepeBefieHa Ha aMOY/IaTOPHBIIl 9Tall JIeYeHMs, IPU 3TOM
COCTOsIHME ee KOXXV MPOIO/IKAMIO MeI/IEHHO YIyYIIaThCs.

KnuHunyeckoe HabnogeHune 2

[MagmenTka 23 j1eT MOCTyNMIa B AepMaTOBEHEPOIOTMYe-
ckoe otpenenne MOHVIKMN B pexabpe 2020 1. VI3 aHam-
He3a M3BECTHO, YTO MAaI[MeHTKa CTpajana XpOHMYECKUM
TOH3VJUIMTOM U XpOHMYECKOII 9K3eMoit. IlepBble mpusHa-
KJ1 HACTOSIIIIeT0 3a00/IeBaH BOSHUKIIN NIPUOIU3UTENBHO
7 Mecsi1leB HasaJ, KOrfa Ha pOHe CUIBHOTO SMOL[MOHATIb-
HOTO CTpecca Ha KOXKe JIMIa U BOTOCUCTON 4acTU TOTIOBbI
MOABVINCH 3y/AlITNE BHICHIIIAHMNA, B TeUeHMe TeTHUX Me-
cslleB TIPOLeCC NPUHAT TeHepaaM30BAHHbBIA XapaKTep.
C 11arHO30M «Ce0OpeITHbII lepMaTUT» IOy Yasia IedeHe
[0 MeCTy XXUTEIbCTBA (AaHTUIMCTAMUHHBIE IIperapaThl,
[JIFOKOHAT Kasbius, Tonnvyeckue [KC, canuimnoBas Masb,
BUTAMUHOTEPAMNNsI), KOTOpPOe He CONMPOBOXK/ANOCHh Ka-
KMM-TT160 MONMOXUTENbHBIM 3¢ dexToM. CaMOCTOSTENBHO
Hayasjla UCIO/Ib30BATh Ma3b C KaJbLMIOTPUOIOM C KpaT-
KOBPEMEHHBbIM Y/Iy4YllleHUEeM, IIPM 3TOM IOCTIe€ OTMEHBI
9TOrO Iperapara pasBUIOCh BbIpa)KEHHOe 000CTpeHue
KOKHOT'O IIpollecca C IOsIBJIeHNEM HOBBIX 9JIeMEHTOB Ha
KOKe BOJIOCUCTON 4YacTu ronoBbl (BYUT), nuia, cnmHbI
7 KOHEYHOCTe.

[Ipn mocTynneHun cocTosgHMe CpefHeil TAXEeCTH, He
nuxopagut. IlaTomorumyeckmii KOXKHBI IPOLIECC MMEET
IIOJJOCTPOBOCIIA/INTE/NbHBIN, pACIPOCTPAaHEHHBIN, CMMe-
TpUYHBIN XapakTep. J/lokanusyeTcsa Ha Ko>Ke BOTOCHUCTOI
YacTY TOJIOBBI, /INIIA, CIIMHBI ¥ BEPXHNMX KOHEYHOCTEIL.
[IpencraBieH MHOXXeCTBEHHBIMM IIOBEPXHOCTHBIMU 3pO-
suaAMM pasmepamu ot 0,5 10 8 ¢cM ¢ cepO3HO-THOVHBIMU
IJIOTHO CUJAIIMMU KOPKaMI Ha noBepxHoCTU. CUMIITOM
Hukonbckoro oTpuiaTenbHblil. Bugumele cnusuctole 6e3
ITaTOJIOTMYECKUX MN3MEHEHUIA.

IIpn ob6¢cnenoBaHny y 60IBHON BBIABICHO IOBBILICH-
HOe cofiepxaHue aHtucrpentonusuna-O (276,3 Ex/mi),
peBmarougHoro ¢pakropa (13,8 Mr/i), He3HaAYUTENbHOE 110-
BBIIICHME YPOBHA TMMQOIVITOB, MOHOLIVITOB 1 903MHOM-
JIOB, OTHOCUTe/IbHAA TNM]OIIeH, CIefbl Oe/Ka B MOYe.

IIpy  MMMYHOMOPQOIOTNYECKOM  HMCCIEHOBAHNUU
KOXu Oblta oOHapyxeHa nuHeiiHas ¢ukcauns IgG

KnuHuyeckme HabnogeHua



AnbMaHax KnHm1yeckom meanunnbl. 2022; 50 (7): 439-446. doi: 10.18786/2072-0505-2022-50-050 @

B MEXKJIETOYHOII CKJIeMBAIOIell CYyOCTaHI[MM INIIOBATO-
IO ¥ 3€PHUCTOrO C/IO€B, JUCKpPEeTHAsl — B 6a3a/IbHOM CJI0€
anupepmuca. Kpome Toro, BU3yanusmupoBaanch O4aroBble
otTnoxerust C3-KOMIIOHEHTA KOMIIJIEMEHTA B MEXKK/IETOY-
HOJI CBA3BIBalOLIEN CyOCTaHINY 6a3a/IbHOTO U IINIIOBATO-
TO C/I0€B SMUAEPMICA.

ITo COBOKYIHOCTM KIMHMYECKMX U J1abOpaTOPHBIX
METOJIOB MCC/IE[JOBAaHUA y TALMEHTKM YCTAHOBJIIEH IMa-
THO3 BIIEPBbIE BBIABICHHOI JMCTOBMIHON ITy3bIPYATKN.
Vunnunposana cucremuas tepanusa I'KC (npeguusonon
100 Mr/cyT), MeCTHOe jieueHle, Ha (‘bOHe Yyero 3Ha4YuTeIb-
HOTO y/Ty4IIeHNA B COCTOAHUY 6ONTbHOI He HabII0anoch.
B Teyenme 2 MecsieB Ha (oHe IpyueMa IpeRHU30I0HA
B COYETAHMN C METOTPEKCATOM (25 MI/He[) TOJTHO peMuc-
CUM JOCTUTHYTD He yfjanoch. COXpaHANMNCh 3pO3UN Ha BO-
JIOCUCTOI YaCTU TOMOBBI U KOyKe uiia. TeM He MeHee Oblia
TIpeAiIPIHATA TIOIBITKA MOCTENIEHHOTO CHIVDKEHMSA JIO3BI
I'KC (mo 60 mr/cyT), 0fHAKO IIOABUINCH CBEXME 9PO3UY Ha
KOXKe JTUIIA.

BBugy OTCYTCTBUA TONOXXWUTETBHON  JUHAMUKMN
OT IIPOBOAMMOrO jedeHusd, B Mapre 2021 r. manueHTKe
OblTa BBIIIO/IHEHA IiepBas MHQY3us puTykcumaba B 03e
1000 mr. HecMOTps1 Ha COOMIONEHHBIIT CTAHAAPTHBLI a/Iro-
PUTM TIpeMefuKanuy, y 60IbHOM Hab/M0am0Ch pasBUTHE
7eTKOoil MHQY3MOHHON peakLuu B BUJe BbIPAXXEHHOI TH-
repeMuy KOXXI ¥ TaXMKapAu.

K MOMEHTY BBIMOTHEHMS BTOPON MHQY3UU PUTYK-
cumMaba (depes 2 Hepeny) COCTOSIHUE KOXKY 3HAYUTENBHO
YIYYIINIOCE: CBEXVIe BBICBITTAHUA OTCYTCTBOBAIN, OTMe-
Yajlach MeJjIeHHasI SIIUTeNN3aLNsA U COKpAIleHIe 3pO3uit
B pasmepax. OTMmeuanach HOpManms3alus IOKaszaTenei
K/IMHMYeCKOTO aHa/IN3a KpoBM, CHIDKeHue ypoBH:A CPD fo
0,45 r/m.

Croycrst Mecsn, OT Hayaia jedeHus sadukcuposaHa
MO/MHasA 3NUTeNn3anusa 3pos3uit. bonbHasa BeINMcaHa 11
MPOJIOJKEHNA JledeHNsA Ha aMOy/IaTOpHOM 9rale, /j03a
METU/IIIPeHI30/I0HA IIPY BBIIMCKE CHIKEHA [0 44 Mr/cyT
C peKOMeHJanyell 1o ee Ja/lbHeNIIeMy MOCTeNeHHOMY
CHIDKEHMUIO.

O6cyxpeHne

B Hacrosiieit ctatbe IpuBefeHbI ABa cnydas ¢ dek-
TUBHOTO NPMMEHEHNUs PUTYKCHMaba C LIe/Ibi0 Tepa-
UMY TSDKETTOTO pePaKTePHOTO TeUeH S Ty 3B PYaTKI
Y MOJIOABIX XeHIIH. [TOCKONbKY HEIIOCPEACTBEHHO-
ro JeCTBMSA Ha IIa3MaTUYecKye KAETKM TaHHbII
IperapaT He OKa3bIBaeT, CHIDKEHE YPOBHsI aHTUTEI
B C/Iy4ae ero IpJMeHeHMs CBSI3aHO C JICTOIIEHMEM
nonynauuu B-kmetok. Panee 6BUIO IIOKA3aHO, YTO
OCHOBHBIM MEXaHI3MOM VHJAYLVPOBAHHOTO PUTYK-
cumaboMm ucToiienns B-numbountos sBnseTCS aH-
TUTEO3aBUCHMAd KJIETOYHAA IIMTOTOKCUMYHOCTD
[22]. 9TO 03BOMSIET IPEATIONOXNUTD, YTO PASTUINSI
B CKOPOCT) HACTYIJIEHWs KIMHM4IecKoro addexra

KapsaHos O.B., Yeprsesa E.B., KynpuaHosa A.I, Monoukosa FO.B, 3eHkesuy E.B., Monoukos A.B.
B-knetouHas Aenneuys B nedeHn UCTMHHOM My3blpUaTKy: ONUCaHMe ABYX KNMHUYECKMX HabmofeHnii 1 0630p nutepatypbl

Y KOHKPETHBIX MAIVIEHTOB OODBACHSIIOTCS HE TOTIbKO
IJINTENBHOCTDIO TEYEHUs OCHOBHOTO IIAaTOJIOTMYe-
CKOTO TIpOljecca J HaaM4YueM COIYTCTBYIOMMX 3a-
00IeBaHMII, HO ¥ BBIPa’KEHHBIM IOMUMOPHUIMOM
Fc-penentopos (FcyR), akcnipeccupoBaHHBIX Ha 3¢-
(deKTOpHBIX K/IeTKaX. HeoHOpOZHOCTD pelenTopoB,
BepOsATHee BCETro, OKas3bIBaeT CYIIeCTBEHHOE BIINA-
Hie Ha 93¢ (EeKTUBHOCTD [IPOSIB/ICHN ST AHTUTE/I03aBI-
CUMOJ KJIETOYHOM IIMTOTOKCUYHOCTH [23, 24] u, Kak
CJIe[iCTBUe, IPUBOLUT K 3HAYUTENBHON Bapuabesb-
HOCTU ucrouleHus myna B-kierox. K Hacrosmemy
MOMEHTY B CEMEIICTBe PELelITOPOB UeT0BEYeCKOTO
IgG ob6Hapy>XeHO HECKOTbKO aKTUBMPYIOIINX IIOf-
tunos (FcyRI, FcyRIIA, FcyRIIC u FcyRIIIA), oguu
unrn6upyromuit (FcyRIIB), a Tak)Ke OfMH pelenTop
c HesicupiMy oka ¢pyHkumsimu (FcyRIIIB). CBosicTBa
TaHHBIX PeLeIITOPOB Ja>ke B IIpefie/iaX MOATUIIOB CY-
ecTBeHHO pasHaTcs. R. Jefferis u J. Lund moxasanmn,
YTO He TOJIBbKO CIenn(UIHOCTb, HO U apPUHHOCTD
pasnuuHbIX mopTunos FcyR ompepensior 6uono-
IMYeCKy0 aKTUBHOCTb aHTUTeN [25]. B wacTHOCTH,
uMeHHO HU3Koap¢duuHble FcyR Hambosee mopxo-
IAT [JIsL TOTO, YTOOBI aHTUTeTa MOIIN 9(PPeKTNB-
HO MOZYIMPOBATb KJIETOYHYIO PeaKLMIO BO BpeMsd
¢dbopMupoBaHMs afalTUBHOTO MMMYHHOIO OTBETA,
IOCKOJIBKY in Vivo MMeHHO HMU3Koa(UHHbIE peljen-
TOPBI 60/Iee TOCTYIIHBI /11 UMMYHHBIX KOMILJIEKCOB,
KOTOpbIe 00pa3yIoTCsA JIOKAQJIbHO B TAHHBI MOMEHT
BpeMEeHM IIPOTHB JaHHOTO aHTUIeHa. [Ipu aTOM BbI-
coxoapdpuuHble FCYyR O4YeHb NIPOYHO CBA3AHBI CO
criennUUECKUMI AHTUTETAMU M, CIe[IOBATENIbHO,
3a/eliCTBOBaHbI 3HAUNTETbHO MeHblle. K TakuM ak-
TUBMPYIOWMM HusKoappuuHbIM FcyR oTHocaTCA
npexxpe Bcero FCyRIIA n FcyRIIIA. ABTopsl ipepiio-
JIOXW/Y, 4TO pasnnuus apduuHOCTH U crenudny-
HocTu Fcy-perienTopoB MOTYT OOBSACHATD HaIMdne
3aBUCUMOCTM TedeHUs 3a00NeBaHM OT BBIPaKeH-
HOCTU HOMMMOpP(dU3Ma JaHHOTO TUIA PELeNTOPOB.
[Monmumopdusm FcyRIITA (158V/F), nanpumep, acco-
LMMPOBAH C CUCTEMHOJ KPAacHOJ BOIYAaHKON U PEB-
MaTOUIHBIM apTpuUTOM [25].

3HaueHne nonuMmopdusma Fe-perenrtopos 6b110
IIOKAa3aHO NpM MMMYyHoTepamuyu aHTU-CD20-an-
TUTeNaMM B-KI€TOYHON HeXOMKKUHCKOM JUM-
¢oMBbI. YCTaHOBIEHO, YTO MEXAaHMU3M MCTOLIEHS
B-mumdonuros 3aBucum ot adpdunnoctn FcyR
[26]. fAnonckue mccmemoBaTeny, M3ydaBllue CPOf-
cTBO Fcy-pelienTopoB K pUTYKCUMalOy y NaljieHTOB
¢ ABO-HecoBMecTUMOI TpaHCIUIAHTALlVel MeYeHU
OT XXUBOTO JIOHOpa, OOHAPYXVIU, YTO OFHOHYKJIe-
otupHbll momumop¢usm (aHrm. single nucleotide
polymorphism, SNP) perentopoB cyIiecTBeHHO
BIMsAET HAa CTeNeHb NCTOIleHUs Iyna B-KaeTok
U, BO3MOXXHO, BBICTYIAeT IIpefpacIo/IaraoliM

443



w

@ AnbMaHax KnvHUyecko meanunnbl. 2022; 50 (7): 439-446. doi: 10.18786/2072-0505-2022-50-050

¢dakTopoM [ MHQEKIMOHHBIX OCIOXHEHMIT I0-
cme ABO-HecoBMeCTMMON TPaHCIUIAHTALMM IIeve-
HU. O¢eKTUBHOCTD BO3HEIICTBUA PUTYKCHMaba
Ha B-knerku 6oree BBIpaXKeHa y MHAUBMAYYMOB
¢ FcyGR2A [131H/H], yem ¢ FcyGR2A [131H/R nnu
R/R]. TIpu aTOM 607/I€€ BBICOKYIO YaCTOTY MHDEKIIN-
OHHBIX OC/IO)KHEHMII IT0C/Ie IIPOBENEHHOI Tepannn
anTu-CD20 otmewanu y penunueHToB ¢ FcyGR2A
[131H/H] [27].

Pasnmnunsa B KIMHNYECKO 3G GeKTUBHOCTU PU-
TyKCMaba He MCYePIBIBAIOTCS AHTUTEN03aBYICIMOIL
KJIETOYHOI IIMTOTOKCMYHOCTBI0. BaXkKHYI0 pOsIb, KakK
YKas3bIBaJIOCh BbIIlE, UTPAET MHAYLMPOBAHNE KOM-
I/IEMEHT3aBUCUMOJ IIMTOTOKCMYHOCTY, aHTUTENO-
3aBUCUMOrO (aronuTo3a It AomTosa. Tak, mpu nede-
HUM paKa KOXXJ HEKOTOPbIe aBTOPBI OTHAIOT ITaIbMy
[epBEHCTBA MIMEHHO aHTUTENI03aBUCUMOMY daromy-
TO3y, HOCKOJIBKY TKaHEBble MaKpogary sBISOTCSI
Pe3MIEHTHBIMYU KJIeTKaMI BEPXHUX OT/EIOB JIePMBI
[28]. B psime cny4aeB, KOrjia MOHOTepaIusa PUTYKCH-
Mabom okaspiBaeTcst ManmodddeKTuBHa, A1 ZOCTH-
JKEHVST HaWIYYIIero KIMHNYeCKoro sddekra mpu-
MEHSI0T KOMOMHMPOBaHHbIE CXeMBbI JedeHus. IIpn
JIEYEHNM CUCTEMHONM KPACHONM BOAYaHKU B JAHHOM
KauecTBe NPUMEHAIT 6enmuMyMab — denoBedeckoe
MOHOK/IOHA/IPHOE AHTUTEI0, KOTOPOe MHIUOUpyeT
CBsI3bIBaHME B-muraHya c ero perenTopamim, u ampa-
Ty3yMab — MOHOK/IOHA/IPHOE aHTUTEJIO, HallPaBJIeH-
HOe K IIOBEpXHOCTHBIM aHTUreHaM B-kmetox CD22
[29].

C y4eToM BBIIIECKA3aHHOTO MOXKHO IIPEAIIONO-
JKUTb, YTO MUCIIONb30BaHME PUTYKCHMaba B JepMa-
TOJIOTMYECKO IIPAKTUKE IIOJYYMUT LIMPOKOE pac-
IpOCTpaHeHNUe NPY CTEPOUPE3UCTEHTHBIX hopMax
mysbipyatky. OpgHako HnA paspaboTkm Haumboree
3P PEKTUBHBIX TEPANEBTUYECKUX CXEM 1M BO3MOXK-
HbIX KoMOuHanuit antu-CD20 ¢ gpyrumu npemapa-
TaMM HeoOXOA MO Jja/IbHelilIIee HAaKOIIIEHNE OIIbITA.

3aKnoueHue

HecmoTpss Ha Hanmume KOHCEHCyCa CHeLMasu-
CTOB B BOIIPOCax Tepamuy BceX GOpM MCTUHHOI

JononHutenbHas nHpopmaums

Cornacue nayneHToB

MauneHTK [O6POBONBHO Noanucany UHPOPMUPOBAHHOE cornacve Ha
ny6nnKaumio NepcoHanbHON MeAULIMHCKON MHPOPMaLMK B 06e3nnyeH-
Hol GopMme B KypHane «AibMaHax KNMHUYECKOA MeLULINHbI».

muuaucmposaume

Pa6ota nposejeHa 6e3 npuenevyeHna AONOSHUTENbHOIO ¢MHaHCMPOBa-
HUA CO CTOPOHbI TPETbUX NNL,.

KoHdnuKT nirepecos

ABTOpbI AeKNapupyoT OTCYTCTBNE ABHbIX U MOTEHLUMANbHbIX KOHd)J'IMKTOB
NHTEPEeCOB, CBA3aHHbIX C coAepxXaHnem HacTosALen cTaTbu.
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My3bIpYaTKy, BOIPOC TepameBTUYECKON TaKTUKMU
YCTOMYMBBIX K TPafMIMOHHOI Tepanuu GopM 3a-
6onmeBaHMs OCTaeTca AMUCKYTabelnbHBIM. B aTom
OTHOUIIEHUM OIMCAaHHbIE HAMM KIMHUYECKNUE Ha-
OMIofleHN s TIPefiCTABIAIT OYEeBMIHBIN HAYYHBIN
U IPAaKTUYECKNUIT MHTEPEC, IIOCKO/IbKY B OTHOM U3
HUX PUTYKCUMaO MCIIOIb30BAJICA B KadeCTBe Tepa-
IUY CITaCeHUsI, B APYTOM — y GOIBHOI C MeHee Ts-
Kennoit Gopmoit 60/1e3HN, B OCHOBHOM IO HPUYH-
He HeOCTaTOYHOI 3P PeKTUBHOCTH CTAHJAPTHOTO
NIe9eHu .

besycnmoBHO, HeManOBa)XKHBIM JUMUTUPYIO-
muM GaKTOpOM HpUBEJeHHBIX HaMU OIMCAHMIA
cleflyeT IPpU3HATDh OTHOCUTE/IbHO KOPOTKUI Mepu-
on HabmofeHNs 32 GONBHBIMIU IIOCIE HPOBEEHIIS
Kypca Tepanuu purykcumabom. Tem He MeHee 3a-
¢$uKcHpoBaHHas HAMI [OTOXKUTE/IbHAS [UHAMIKA
IaTOJIOTMYECKOTO KOXKHOTO IIPOIjecca HaNpAMYIO
KOppenupyeT ¢ ONyONMKOBAHHBIMU PaHee B 3apy-
0eXHOJI MeRMIVIHCKO JUTepaType CBeeHUAMU
U [jaeT HafieXX[y Ha OMarOMpPUSATHBIN MCXOJ ede-
uus [30, 31]. Tak, B PaHJOMM3MPOBAHHOM KIVHU-
YeCKOM MCCIefJOBAaHNM ayTOMMMYHHBIX 3aboreBa-
Huit koxn RITUX3 ncnonb3oBanne purykcumada
B fo3e 1000 mMr B Bupe 2 uHQY3uUil C MUHTEPBAIOM
B 14 HEV XapaKTepu30BaaA0Ch HACTYIJIEHUEM I10JI-
HOVI peMUCCUN ¥ a6COMIOTHOTO GOIBIINHCTBA 60Tb-
HBIX CIIYCTA 6 MecAIlleB OT Hadaja JeYeHUdA, Npu
9TOM y 60% naLMeHTOB MCIONIb30BAHNE CUCTEM-
HbIX TKC K 9TOMY CpOKY ObI/IO IIOTHOCTHIO IPeKpa-
meHo [20].

PestoMupys BbILIEN3NTOXEHHOE, OTMETUM: IIPU-
MeHeHUe PUTYKcuMaba B Tepamuu My3bIpYaTKU —
HOBDBIJ1 ¥ BBICOKOIIEPCIEKTUBHDBIN METOJ /I€YeHMA
9TOTrO TSKEIOro, 4O HeflaBHEero BpeMeHU (arajb-
HOTO ayTOMMMYHHOTO 3a60/ieBaHMs. BrionHe Bepo-
ATHO, 4TO B OyDKalieM OyyleM CyIiecTBYol e
CTaHZAapTBl TE€PANUM, B TOM 4HUC/Ie PEKOMEHJAI UM
II0 IOXXM3HEHHOMY MCIONb30BAHNIO CHCTEMHBIX
I'KC 1 ipyrux HeceleKTUBHBIX UMMYHOJeIIpeccaH-
TOB y 9TOI HOIyIALUM OOMBHBIX, OYAYT B 3HAUN-
Te/IbHOII CTEIIeHN TIePeCMOTPEHEIL. @

YuacTtue aBTopoB

0O.B. Kap3aHOB — aHanu3 KNMHNYECKUX aHHbIX, aHann3 nuTepaTypbl, Ha-
nucaHue TekcTa; E.B. YepHaeBa — NOWCK nnTepaTypbl, HaN1caHue TeKCTa;
ALT. KynpraHoBa — aHann3 KAMHWYECKUX AaHHbIX, peflakTpoBaHue TeK-
cTa; 10.B. MonoukoBa 1 A.B. MONOYKOB — KOHLENUUA 1 AM3alH CTaTby,
pepakTupoBaHue TekcTa; E.B. 3eHKeBMY — c60p KNMHMYECKOro MaTepuana,
HanvcaHne KIMHUYECKUX pa3fenoB TeKcTa CTaTbu. Bce aBTopbl Npounu
1 ofobpuny GpUHaNbHY0 BEPCUIO CTaTby nepes nybnvKaLlvein, cornacHb
HeCTW OTBETCTBEHHOCTb 3a BCe acneKTbl PaboTbl M rapaHTMPYIOT, UTO MK
Hagnexalm o6pa3om ObiN PacCMOTPEHbI U peLleHbl BOMPOCbI, CBA3aH-
Hble C TOYHOCTbIO 1 l06POCOBECTHOCTbIO BCEX YacTel paboTbl.

KnuHuyeckme HabnogeHua
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B-cell depletion in the treatment of pemphigus:
two clinical cases and literature review

O.V. Karzanov' « EV. Chernyaeva? « A.G. Kupriyanova'
Yu.V. Molochkova' « EV. Zenkevich' « AV. Molochkov'

Pemphigus presents a group of chronic autoim-
mune bullous skin disorders with well-known
clinical signs, which pathophysiology is mediated
by antibodies to various epidermal self-antigens.
For a long time, the only therapeutic option for
this disease was the lifelong use of non-selective
immunosuppressive agents limited by high rate
of severe adverse reactions. The article presents
two clinical cases of rituximab use (a targeted
agent leading to B-cell depletion) in patients with
pemphigus (vulgaris and foliaceous) who were
previously resistant to high-dose steroid therapy.
Treatment with rituximab lead to response and
allowed to decrease the prednisone dose in both
cases. These results confirm that rituximab can be

successfully used in pemphigus as adjuvant ther-
apy if conventional agents for this dermatosis are
ineffective.

Key words: pemphigus vulgaris, pemphigus folia-
ceous, rituximab
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[lcopma3 CKNaioK: AMarHocTuyeckas LIEHHOCTb
LEPMATOCKONMYECKOro UCCnenoBaHuA, OnbIT

[MPUMEHEHWNS
[penapara

XnebHukosa A.H.'

Xne6HukoBa Anb6uHa HukonaeBHa -
[-p Meg. Hayk, npodeccop, npodeccop
Kadenpbl AepMaToBeHepPonornn

1 lepMaToOOHKONOrNM pakynbTeTa
YCOBEPLUEHCTBOBaHMA Bpayen’

P< 129110, r. MockBa, yn. LenkuHa, 61/2,
Poccuinckaa Oepgepaums.

Ten.: +7 (903) 102 96 96.

E-mail: alb9696@yandex.ru

"TBY3 MO «MOoCKOBCKMi4 0611aCTHO Ha-
YUYHO-VCCNEA0BaTeNbCKINIA KIMHUYECKIIA
MHCTUTYT UM. M.O. Bnagmmmpckoro»;
129110, r. Mockga, yn. LLlenkuHa, 61/2,
Poccuiickaa Oepepaums

AKTyanbHocTb. /IHBepCHbI Mcopuras, xapakTe-
PU3YIOWMNACA HaNMYMEM BbICbINAaHUA B CKNagKax
KOXW, BCTpeyaeTca y 12-36% 605bHbIX Mcopriazom
B EBponenckom pervioHe. lNpu nsonupoBaHHOM
NOPaKEHUWN CKNAAOK OH MOXET MMUTMPOBATb PAA
[epPMaTo30B, MMeLWUX Ty Xe Jlokanusauuio. Mpu
npoeegeHn anddepeHUnanbHoro gruarHosa Bce
Yalle NCnonb3yloTCA HEMHBA3VBHbIE METOZbI, B TOM
yncne AepMaTtockonuA. YunTbiBasa Temaylo Bhak-
Hyl0 Cpefly B KOXHbIX CKafKax, 6/maronpusatHyto
ONA PasBUTUA BTOPUYHOWN WMHPEKLMMN, PEKOMEH-
ZyeTcA Npy MHBEPCHOM Ncoprase Hapsaay C Tomnu-
YeCKUMU IMIOKOKOPTUKOCTEpOUAaMM 1 aHanoramm
BuTammHa D; ncnonb3oBatb TonMyeckne aHTbak-
TepuasbHble 1 aHTUCeNTUYECKE CpeacTBa.
Martepuan n metoabl. [lpoaHann3npoBaHbl pe-
3ynbTaThl 06cnefoBaHnA U nevyeHnsa 15 60MbHbIX
Ncopuasom KpyMHbIX CKIaAoK, MOCTYNMUBLUMX
B lepMaToNiornyeckmin ctaumoHap. Bcem naymeH-
TaM NPOBOAMSIN AEPMATOCKOMMYECKoe uccneno-
BaHMe C UCMONb30BaHWEM aBTOMAaTU3VPOBAHHOM
cuctembl FotoFinder npu yBenunuernumn B 20 pas.
MauveHTbl Monyyanu AeceHCcnbunusmpyiowue
CPeACTBa, renaTonpoTekTopbl, BATAMUHbI FPynmbl
B. Ha BbIcbinaHus B 061aCTN CKNagoK peKoMeHa0-
Ba/ll KOMOVHMPOBAHHBIN TOMMYECKNIA Mpenapar,
cofepxalynii momeTasoHa ¢ypoar (0,5 mr), reHTa-
MuumHa cynbdart (1 mr), skoHasona HUTpart (10 mr),
nekcnaHteHon (50 mr). Kputepunem sdppeKkTMBHO-
CTV Tepanuu cYMTann CHUKeHne nugekca M-PASI
Ha 75% 1 6bonee, pe3ynbTaTbl OLEHMBANN Ha 7-1
1 14-11 jeHb nevyeHns.

PesynbTatbl. [lpy gepmatockonMyeckom nccne-
[OBaHUM OYaroB BY/JbrapHOro ncopuasa BO BCEX
cnyyasax Ha APKO-KPacHOM MM KPacHO-pO30BOM
doHe HabnoZany ToyeyHble COCyAbl, MMeLie
paBHOMepHOe pacnpefenieHune, Yyewynku 6enoro
LBEeTa, PacnonoxeHHble AndPy3HO no Bcen BU-
3yanusvpyemor NoBepxHOCTH. B ouarax B cknag-
Kax Ha pO30BOM WM KpacHOM ¢$OHe oTmeuanu
paBHOMepHOE pacnpefeneHrie TOYeYHbIX COCy-
oB, Genble uelwynkn, KOTOpble pacronaraancb
NM60 OTAENbHBIMM oYaramu, NMMbo no nepudepun

KOMOMHPOBAHHOIO TOMWYECKOI0
cepns KNMHUYECKUX HabnwaeHum

BU3yanu3upyembix obnacteil, B  OTAENbHbIX
6nAWwKax Habnopanum yuyacTku 3po3npPOBaHUs,
B OHOM cJlyyae — remopparuu. Mpu mopdonoru-
YeCKOM MCCIefoBaHny 6ONCMUHOrO MaTepuana
y BCeX OOJIbHbIX C M30MMPOBAHHBIM MOPAXeHN-
eM CKnafok (n=>5) 6bin MoATBEPXAEH Mcopuas.
MonoxunTenbHaa AnHaMuUKa B pe3ynbTaTe nevyeHuns
oTMeyanacb Ha 2-3-11 fleHb Tepanuu, Ha 14-i aeHb
KOHCTaTUpOBann CHWxeHne mHaekca M-PASI Ha
90% y 6 (40%) nayMeHTOB, pa3peLleHe 04aroB —
y 9 (60%). Mo6OUHbIX ABNEHUI 1 peakuyuin B pe-
3ynbTaTe NeYyeHuns He OTMeUeHo.

3aknioueHue. [lepmatockonus MoKasana cebs
B KauyecTBe MOJIe3HOro MHCTPYMEHTa AJisi HeMHBa-
31BHOW AVArHOCTUKN UHBEPCHOro ncopuasa. lNpu
Manom yBenuyeHun (X 20) OCHOBHbIM MPU3HAKOM
6bI710 paBHOMEPHOE pacnpeaeneHvie no B13yanu-
31pyemoi MOBEPXHOCTY TOYEYHbIX COCYA0B. B page
CJlyYaeB AepMaTOCKOMMUYECKYI0 KapTUHY [OMOJHA-
N0 Hanmuue yellyek 6enoro LBeTa, PacrosioXeH-
HbIX OTAENbHbIMM ovaramu. [lobaBfieHne K CTaH-
[ApTHOW CUCTEMHOI Tepanuy KOMOUHVPOBAHHOTO
TOMMYECKOro npenapara (MomeTasoHa dypoar, reH-
TamuuMHa cynbdart, SKoHa30/a HUTPAT, AeKCnaHTe-
HOJ1) CMOCOBCTBOBANO NMPAKTUYECKMN MOTHOMY pPa3-
PELLEHMI0 0YaroB Ncoprasa B CKNafKax KoXMu.

KnioueBble cnoBa: HBepCHbIN Ncopuas, Cknagku
KOXM, [€PMaTOCKOMNNA, TOYEeYHble COCYAbl, TOMu-
yeckasa Tepanus, GUKCUMpOBaHHas KOMOUHaLWA,
MOMeTa3oHa ¢ypoarT, reHTammunHa cynbdaT, KO-
Ha30/1a HUTPaT, AeKCNaHTEHON, Kpem

Ona uutuMpoBaHusa: XnebHukosa AH. [lcopuas
CKNAfOK: [AMarHOCTMYECKaA LIEHHOCTb AEePMATOCKO-
MUYECKOro MCCNefoBaHMs, OMbIT MPUMEHEHNA KOM-
6MHMPOBAHHOMO  TOMWUYEeCKoro Mpenapata  (cepus
KIVHUYECKUX HabntogeHni). AnbMaHax KNMHNYeCKo
MeauumHbl. 2022;50(7):447-454. doi: 10.18786/2072-
0505-2022-50-032.

Moctynuna 10.07.2022; popabotaHa 08.09.2022; npu-
HATa K mybaukaummn 26.09.2022; onybnvKoBaHa OH-
nanH 30.09.2022
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copuas - XPOHMYECKOe pelupyuBU-

pylomee 3aboneBaHMe, IOpakaloliee

2-5% mnacenenusa EBponbl m AMepuku

[1]. Hau6onee vacrast popma ncopmasa —
O/1A1IeYHBIII ICOPMa3, TOKATU3YIOLMIICS Ha ITIa[JKO
Koske. OT/Ie/IbHO BBIJI/IAI0T MHBEPCHBIN (MHTepTpU-
TMHO3HBIIT) IICOpMa3 IPYU JIOKaIN3aL M/ BBICHIIIAHU
B KPYIIHBIX CK/IaIKaX KOXI. B 6obuIHCTBE Cyda-
€B MHBEPCHBIII IICOpua3 codeTaeTcs C O/NAIICYHBIM,
pexxe HabOMoOfaeTCss M30IMPOBAHHOE IIOpaXKeHNe
CKJIaJioK. PacripocTpaHeHHOCTh MHBEPCHOTO IICOPU-
asa Bapbupyet. B Kurae ero perucrpuposanu y 3,2-
7% 6onbHBIX IIcOpra3oM, B EBpore -y 12-36% [2-5].
Takoit 6071b111011 pa36pOC YaCTOT MO>KHO OOBACHUTD
BbIJIe/IeHNEM TICOPMA3a TeHUTANNI B OTHENIbHYIO OT
MHBEpCHOTO Icopuasa ¢popmy. [lo cux Mop MCTUH-
Hasg pacIpoOCTPaHEHHOCTb MHBEPCHOTO IICOpHMasa
OCTaeTCs HEU3BECTHOII.

VInBepCcHBIN IICOpMa3 MOpaXkaeT CKAALKU KOXIU,
rje KOHTAaKTUPYIOT APYT C APYTOM JiBe IIOBEPXHO-
ctu. OH MOXeT JIOKa/lM30BaThCA B AKCUIIIAPHBIX,
IIaXOBBIX CK/IaIKaX, B 00/IaCTV TeHUTAIUIL, B MEeX'b-
ATOLMYHOMN CKJafiKe, CKIaJZKaX II0J, MOJIOYHBIMM
Keme3aMmy, B OOIacTy IyIIKa, 3ayIIHOI obmacry,
B JIOKTEBBIX CIM6ax 1 IOJKONEHHBIX siMKax. Cpefu
48 6ONBHBIX M3OIMPOBAaHHBIM MHBEPCHBIM IICOPU-
asoM 95,8% umMenu BBICHIIIAHMA B IAXOBBIX CKJaJ-
Kax, U 9TO Oblla Hamboree YacTasi JTOKAIM3ALINS
npouecca. Pexxe BCero perucTpmpoBany IHopake-
HUe JIOKTEBBIX CrMOOB, OHO HAOTIOFANOCH TONBKO
y 18,8% 60nbHBIX [3]. VIHBepcHBIIT IcOpua3 0OBIYHO
IpefiCTaB/IeH XOPOIIO OTTPaHMYEHHBIMM 3pUTEMa-
TO3HBIMU OJIALIKAMU C ITIafIKOI 671ecTsAIell IOBepX-
HOCTBIO. B oTmume ot 6nsuieqnoro ncopuasa, mpu
VHBEPCHOM IIeJyLIeHNe Ha MOBEPXHOCTY OJIAIIeK
MUHMMAJIbHOE MM OTCYTCTBYeT. Takas KIMHMYe-
CKasl KapTuHa 00yC/IOB/IeHa TPEHUeM I Maljepariy-
el CONpUKACAIOUMXCA IOBEPXHOCTEN B YCIOBUAX
TEIUION BJIA)KHOM Cpefibl BCIIENCTBUE CKOIUIEHUA
CeKpeTa CabHBIX U MOTOBBIX JKeJle3, 0OMIbHO Ipef-
CTaB/IeHHBbIX B JaHHBIX 06nacTax [6]. O6bIYHO MH-
BEPCHBIII IICOpMa3 BCTpedaeTcs Y OONbHBIX OXKMU-
peHUeM, CepreTHO-COCYAUCTIMM 3a00/IeBaHUAMMN
U MeTab0NMMYeCKMM CYHJIPOMOM, HO IIO/IHOLIEHHOTO
CTaTMCTUYECKOTO aHANM3a COYETAHMSA MHBEPCHOTO
Icopuasa ¢ gpyrumu 3aboneBaHUAMM He IIPOBOLU-
noch [7]. Ectb ma"Hble 0 60jiee BBICOKOM YacTOTE
MHBEpCHOro mncopmaza y BMY-mHPuIupoBaHHBIX
MAlMeHTOB, TOTZla KaK B 1[eIOM 4YacTOTa IIcopuasa
B JAHHOJII I'PyIIe He IpPEeBbIIAeT HOMY/IANOHHbIE
sHauenus [8]. Cpenu 50 BMY-nnduumposaHHbIX,
CTpajaloIMX IICOPUAa3OM, y 36% BCTpedanoch IIO-
pakeHye CKIafoK, y 26% Oblna IOpa’keHa KoxKa
renuranuit [9]. Ilpepmonaraercs, 4YTO TsKebIi
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U30/VMPOBAHHBIN MHBEPCHBII IICOPHMA3 MOXET OBITh
nepBbIM Npu3HakoM B/Y-nnpexunmn.

JIMarHocTMkKa MHBEPCHOTO IICOpMa3a, KaK Ipa-
BIJIO, HE BBI3BIBAeT 3aTPY[JHEHMII IIpU COYETaH-
HOM IIOpa)XeHMM CKJIaJioK M ITIaJKOJl KOXU WIN
BOJIOCHCTOJ 4acTM TOJIOBBI, HA KOTOPBIX BM3Yalu-
3UPYIOTCA TUIMYHBIE IICOpUATUYeCKue OJIALIKM.
JnarHocTudeckue OWMOKM dalle BCTPEYAIOTCS
IpM M30NMPOBAHHOM IIOpa’KeHUM CKIANOK KOXIL,
KOIJla ITIPUXOAUTCA YCTaHaBIMBATH HO30/IOTHYeE-
CKYI0 NPMHAIJIEKHOCTb 3IPUTEMATO3HON  CBIII,
HepefKo oOIpefenseMoil Kak ompenocts [10].
JuddepennnanbHpiil fUATHO3 0OBIYHO IPOBOLIUT-
cA MeXJly MeXaHWYeCKUM MHTEePTPUTO, UHPEKIN-
OHHBIMIU 3a60/IeBaHMAMHU, OOYCTOBIEHHBIMM MO0
rpubkoBoit, 1160 OGakTepuanbHOU UHPeEKIuelL,
UPPUTAHTHBIM WIN a//IePTUYeCKUM KOHTAKTHBIM
mepmatutoM [11]. B xpyr puddepenunanpuoro pu-
arHo3a MOTYT ObITb BKI/IIOYEHBI ePMATO3bI, TAKXKe
Hopakalolljue CKIajKM, Takye KaK KPacHBIN IIIO-
cKkmit nuiai, 6omesHs JJapbe, XpoHUYIeCKast ceMeit-
Had myspipyaTka Xeiinu — Xelnn, TUCTUOIUTO3 U3
K1eToK JIaHTrepraHca u fip.

B crydasx M30/MMpOBAHHOTO IOPaXKeHUs CKIIa-
TOK U TIOJO3PEHN s Ha MHBEPCHBIN Icopuas Heobxo-
IVIMO IIPOBOJUTH OCMOTP BCEX KOXHBIX IIOKPOBOB,
BKJII0OYasl BOJIOCUCTYIO YacTb TOMOBBI U CIM3UCTHIE
000/I09KY, /s BBIABJAEHNUS IICOPUATUIECKUX BbI-
ChIIAHMII Ha [PYIuX yyacTkax. Heob6xopumo Taxke
TIIATeJIBHO OCMOTPeTb HOITeBble IIJIACTUHKM, pac-
CIIPOCUTD OOJIPHOTO Ha IPefMeT Xanob cO CTOPOHBI
CYCTaBOB, BHMMATe/IbHO OTHECTUCH K cOOpY ceMeli-
HOTO aHaMHe3a. [[OIIOTHUTeIbHO MOXHO VICTIONb30-
BaTbh HEMHBA3VMBHbIE METOJbI MICCTIETOBAHN A, HATIPU-
Mep, BepMaTOCKONINMIO U KOH(OKAIbHYIO JTa3epHYIO
MUKPOCKOIINIO.

B mocnemHMe rofbl HAKOIIEH OIBIT, CBUJETE/b-
CTBYIOIUII O JOCTATOYHOI MHPOPMATUBHOCTY fiep-
MaTOCKOIIMYECKOT0 MCCIeJOBAHMA B [JUATHOCTUKE
ncopuasa. TunmuyHas JepMaTOCKOIMYecKas KapTu-
Ha J/Is1 OJISIIIeYHOro Icopuasa — HaJaudue Ha CBeT-
JI0-KPacHOM MJIM TeMHO-KpacHOM ¢oHe paBHOMEp-
HO PACIIONIOXXEHHBIX TOYEYHBIX MM TIOOYIAPHBIX
COCYZOB IIO BCell BU3yalnM3UpPyeMOll IOBEPXHOCTI,
a Taxxe fuddysHO pacrpeneieHHBIX Oe/bIX Yely-
ex [12]. YkasauHble mpusHaku mmerorT 88% crenu-
¢buaHOCTD U 84,9% YYBCTBUTENBHOCTD AJIA JAHHOI
¢dopmbr mcopmasa [13]. ITockonbky B pesynbTare
TPeHMA ¥ Mallepaliy B YCTIOBUAX BIAXKHON cpe-
Ibl YENIYIKY KIMHUYIECKN PeAKO HAOMIONA0TCA Ha
MOBEPXHOCTY IICOPMATUYECKON ONAMKNM HpU WH-
TepTPUTMHO3HON JIOKa/IN3alNM, AePMaTOCKOIYe-
CKU UX BU3YanuU3MpoBaau TONbKO B 13,5% ciydaes,
IPU 9TOM OHM MMe/y OesIblil IIBET M PACIIOIAralich

KnuHuyeckme HabnogeHua
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HpeuMyllleCTBeHHO ovaramu [14]. PaBHoMepHOe
pacIpeseneHe TOYeIHbIX COCYAOB KOHCTATUPOBA-
nn B 90% ciy4yaeB MHBEPCHOTO IICOPMA3a, B OCTAJIb-
HBIX 10% cocynbl MMeIU OYaroBO€ PacIlONOXKeHue
6o popmupoBany Konbua [14].

Jleuenre MHBEPCHOrO IMCOPMA3a IO CPABHEHNIO
C G/IIIIeYHBIM MIMeEeT OT/INYNTETbHBIE 0COOEHHOCTL.
HecMorps Ha TO 4TO Tepanueii epBoil IMHUY OCTa-
I0TCS TONMMYECKNE TTIIOKOKOPTUKOCTEPOU/IBL U Kajlb-
IUIIOTPUOI, HEOOXOAMMO YUUTHIBATD BOZMOXXHOCTD
OakTepuaabHON MaM TPUOKOBON CyrepuHpeKnn
npu nmogo6bHoit mokanusanuu [15]. Tak, o6cemeHeH-
HOCTb Staphylococcus aureus KOXM CKIafjoOK IIpU
MHBEPCHOM IICOpMa3e B HECKONbKO pa3 IMpeBbIIIana
[I0Ka3aTe/N 3J0POBBIX JII0fieit, G0jIee YeM y IOIOBI-
HBl OONBHBIX Ha NOBEPXHOCTHU BBICBITAHUIT HaXoO-
mumu Corynebacterium minutissimum, B psje CIy-
vaeB BbiceBay gepmarodurel u Candida spp. [16].
MMKpPOOPraHU3MBL MOTYT UTPATh PONIb B PasBUTUU
BOCHAJIEHNUsT M 000CTpeHNUM 3ab0neBaHMs], MOITO-
My MeguIMHCKMil coBeT HammonanpHoro ¢oupga
ncopmasza (CHIA) mpepmnaraer codeTarb MeCTHYIO
KOPTMKOCTEPOMITHYIO TEPAIINIO MU TePAINIO Ka/lb-
[UIOTPUONIOM C MECTHBIMM aHTHOAKTepUAIbHbI-
MU M/VIY TPOTUBOTPUOKOBBIMU cpefcTBaMu [17].
Pexxe B muTeparype yIOMUHAETCs Ha3HAYeHIE aH-
TUCENTUKOB, B yacTHOCTU 0,5% XmoprexcupuHa [17].

YYuThIBasA CX0XKECTh KIMHNYECKON KapTUHDBI MH-
BEPCHOTO IICOpMasa C [PYTUMY BOCIATUTETbHBIMU
IpOIleCCaMyl MHTEPTPUTMHO3HOI TOKATU3A LI, YTO
MOXXET IPUBOJUTH K JUATHOCTUYECKUM OIIMOKAM,
0CO6EHHO B C/Ty4asx M3ONMPOBAHHOTO MOPaXKEHNS
CKJIaJiOK, IIPeJICTAaBIACTCS IIeNecOOOpa3HBIM IIPO-
DO/DKUTh WU3y4YeHUe JUATHOCTMYECKON IIeHHOCTU
JepPMAaTOCKOIIMYECKOTO MCCIENOBAHMSI MIPU IICOPU-
ase CK/IafIoK. BbIcoKas 4yBCTBUTENBHOCTD KOXHBIX
[IOKPOBOB KPYIHBIX CKIA[OK ¥ MX 3HAYUTETbHAs
CIIOCOOHOCTD K abcopOumm TOMMYeCKMX Ipemna-
paToOB OIpefe/sIIoT HEeOOXOAMMOCTD TIATEIBHOTO
BbIOOpa 6€30IacHBIX CPEACTB IS JIeYeHMs Ipo-
1[ecCOB MMOROOHOI ToKaaM3anuu. B HacTosIeln my-
OMMKaLMU MBI IIPUBOJYUM CEPUI0 KIMHNYIECKUX Ha-
OmIofieHNTt, VIUTIOCTPUPYIOMNUX MHPOPMATUBHOCTD
[epMAaTOCKOIIMY B JUATHOCTMKE IICOpMasa CKIa0K
1 9 PEeKTMBHOCTD TOMMYIECKOTO KOMOMHMPOBAHHO-
ro Ipemnapara, CofgepKalero IoMIuMo aHTHOMOTIKa
U aHTUMMKOTVKA HeTOPUPOBAHHBII ITTIOKOKOPTH-
KOCTEPOUJ] ¥ PereHepUpYIOMNil KOMIOHEHT IeKC-
MAaHTEHOJI, B Tepaly IcopHasa CKIaoK.

Matepuan n metogbl

PerpocnexTnsHO MIPOaHaTN3UPOBAHDI TlaH-
Hble 15 GONBHBIX IICOPMA3OM B Bo3pacTe OT 18 mo
72 net (9 My>X4YMH M 6 >KeHINVH), IIOCTYNUBIINX

B JIepPMaTO/IOTMYECKNIl CTAllMOHAp C HallpaBUTEIb-
HBIM JIMarHO30M «I1copuas» ¢ ¢pespasns 2021 o MapT
2022 .

Y 10 6onpHBIX OBUT ZMATHOCTUPOBAH PACIpPO-
CTpaHEHHBIIl BYIbrapHBIN MCOpMa3 C OJJHOBpEMEH-
HBIM IOpa’kKeHMeM CKIAJoK KOXM. ITATh manmeHToB
VIMe/U M30/IMPOBaHHOE IOPakeHNe MHTePTPUTIHO-
3HBIX 0671acTelt. BrIChIIaHMs B AKCUIIIPHBIX CKITaf-
KaX HabOmomanm y 10 60/IbHBIX, B IIAXOBbIX — y 12,
B CK/IaJIKaX TIOfi MOJIOYHBIMM >Xe/le3aMu - y O,
B MEXDbATOAMYHON CKIAJKe — Y 5, Ha KOXKe HapyXK-
HBIX IIO/IOBBIX OpPTraHOB — y 7. BpiceimaHus Obinn
IIpe/iCTaB/IeHbI ITAITyTaMJ KPACHOTO I[BETa, C/INBAIO-
IIMMMCS B OAIKY pasMepoM 10 4,0 X 5,0 cM ¢ efu-
HUYHBIMU CepeOPUCTHIMY YelryikaMy Ha MOBepX-
HOCTH, B I/TyOMHe CK/Ia[JOK Ha IIOBEPXHOCTH OJIsIIeK
OTMeYasy MaIepaluio U TPemHbL. TAXXecThb mopa-
JK€HUA CKIaToK OLleHMBANIU B COOTBETCTBUU C MO-
IuGUUMPOBAHHBIM MHAEKCOM TSDKECTM IICOpMasa
ckmamok M-PASI [18], koTopsiit BappupoBa ot 6 10
24, B cpegHeM cocTaBAA 11,06 £4,77.

Bcem manmeHTaM IpyM HOCTYIUIEHUM B CTAIlN-
OHap MPOBOAVIN [[€PMATOCKOMMYECKOe MCCIeo-
BaHIUE C MCIIONIb30BaHMEM aBTOMATH3MPOBAHHON
cucrembl FotoFinder mpu yBemmuenunm B 20 pas.
Bo160p [1epMaTOCKOIIMIECK X TPU3HAKOB GBI OCHO-
BaH Ha IAHHBIX JINTEPATYPHl U BK/IOYA: CTPOEHUE
cocynoB (TOUKM/TI06YIBI), pacHpese/ieHIe COCY0B
(paBHOMEpHOE IO BCEMY OYary, 04aroBoe — IPyIl-
ImaMy B Ipefenax oyara, nepudepudeckoe — IO
nepudepun ovara), LBeT 4YelIyeK Oesblil/>KelThlil,
pacmpenenenre uemyek paud¢ysHoe/ouaropoe/
nepudepudeckoe [14]. IIpu BynbrapHoMm ncopuase
C TIOpa’keHMeM CKJIaJi0K, IOMUMO MHTEPTPUTUHO3-
HBIX, IPOBOAMIN CCIefoBaHMe Osiliek B 0b6macTu
IJIaJJKOJ KOXXM TYJIOBMILA MM KOHe4YHOCTel. Becem
ManyeHTaM ¢ M30/MVPOBAaHHBIM ITOpakeHNeM CKjIa-
IOK BBIIOMHSNN OMOICUIO KOXM C TOCTERYIOLIM
TYICTOTIOTMYEeCKUM UCCTIe/IOBAaHMEM.

[TauymeHTHI IMONyYanu Je4eHNe HeCeHCUOMIn-
3UPYIOLIMMI CPeICTBAMM, TeNaTONPOTEKTOpaMI,
ButaMuHamy rpymnsl B. Ha Boiceimanus B o6na-
CTU CK/ITaJOK PeKOMEHIOBaNM KOMOMHMPOBAaHHBII
Ipenapar MoMeTasoHa ¢ypoara (0,5 Mr), reHTaMu-
nuHa cynbdara (1 mr), skoHaszona Hurpara (10 mr),
mekcrantexona (50 mr) B ¢opme kpema (mpema-
pat Terpanepm, dupma «Beptekc», Poccus) 2 pasa
B fmeHb. Ha BBICBITaHNUA Ha ITTAZKON KOXKe U BOJIOCH-
CTOJ1 YaCTU TOMOBbI HAHOCU/IM TOMMYECKMeE TITI0KO-
KopTukocrepouppl. Tepanmio cunmrtanu 3¢pdexTns-
HOJI Tpy cHIDKeHUM MHAeKkca M-PAST Ha 75% u 6onee,
pesy/IbTaThl OLEHUBAIM Ha 7-11 U 14-i1 JeHb JIeYEeHU .

I[Ipy rocnuranmsanuu B  JepMaToloTMye-
CKUIT  CTal[MOHAp  MAIMeHThl  IOJNNCHIBANN

XnebHukosa A.H. ﬂcopwa3 CKNafokK: AnarHoCTnyeckaa UeHHOCTb EPMATOCKOMMNYeCKOro nccnenoBaHya, OnbiT NprUMeHeHnA KOM6I/IHI/IDOBaHHOFO TOnM4yeckoro 449
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uH(GOPMUPOBAHHOE COIIAC)e Ha ydacTie B Hayd-
HBIX IIPOrpaMMax KIVHNKY, Aaollee IpaBo Ha obe-
37IMYEHHYI0 00pabOTKy JaHHBIX.

Pe3ynbrartbl

ITpu [epMaTOCKOIMYECKOM HUCCIEOBAHUU OYaroB
BY/ID[APHOTO IICOpMasa BO BCeX CIydasX Ha Ap-
KO-KPaCHOM WIM KPacHO-po3oBoM QoHe Habiio-
flaly TOYeYHbIE COCYABI, MMeIoliNe paBHOMEPHOe
pacmpepenenne, a TakXXe YeHIyiKy Oeloro IjBeTa,
pacnono>xeHHble audQy3HO IO BCeil BU3YaNU3U-
pyemoit mosepxHocTu (tabmuia, puc. 1). ¥ 10 ma-
IJUEHTOB C OfHOBPEMEHHBIM MOPAXKEHUEM IJIa[KOI
KOXU U KOXV CKJIaJIOK JIePMaTOCKOIIMYECK) B Oda-
rax B CK/IafiKax Ha pO30BOM M/IM KpacHOM oHe oT-
MedYaqu PpaBHOMEPHOE paclpefe/ieHlie TOYedHbIX
COCY[0B, Oerble YelyiKy, KOTOpbIe PAcIIoarajaich
mb0 OTHEeIbHBIMYU ovyaramy, nmbo o nepudepun
BU3yanMU3MpyeMbIX obmacreit (cM. Tabnuiy, puc. 2).
AHaIOrM4YHas IePMAaTOCKOIMYeCcKasi KapTuHa Oblra
y MAaIVeHTOB C M30/IMPOBAHHBIM IOPaXKeHIEM CKIIa-
IOK. B orgenpHBIX OsIKax BU3ya/IM3MpPOBaIN
y4YacTKM 3PO3UPOBAHNUSA, B 1 cIyyae — TeMOpparuim.
ITpu mopdomornyeckoM MCCIeROBaHNN OMOICHUIL-
HOTO MaTepuasna y BceX 60/NbHBIX C U30TMPOBAHHBIM
HOpa)keHMeM CKJIafloK ObI/I IIOATBEP>KIeH IICOpHas.

[lepmaTockonuyeckmne Npr3Hakm ncopuasa, aoe. (%)

Puc. 1. [lepmaTockonmnyeckas KapTuHa BybrapHoro ncopuasa (paBHomepHoe pacnpegeneHme
TOYEUHbIX COCYIO0B, Besble Yelly K PacronoxeHsl Anddy3Ho); x 20

Mpwu3Hak BynbrapHbliii ncopras MHBepcHbIN ncopuras
(n=10) (n=15)

CTpoeHue cocynos

TOueyHble 10 (100) 15 (100)
PacnpepeneHue cocynos

paBHOMepHoe 10 (100) 15 (100)
LiBeT yewwyek

6enble 8(80) 9 (60)

6eno-xentble 2(20) -
PacnpepeneHue yelyek

nndodysHoe 8(80) -

ovyarosoe 1(10) 7 (46,6)

nepudepnyeckoe 1(10) 2(13,3)
Spo3zum - 8(53,3)
femopparuu - 1(6,6)
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KnuHnueckuin npumep

Bonbuoit T., 48 ner, 06paTI/mc51 C »KajmobaMy Ha BBICHIIIA-
HIUA B MEXDBATOAMYHON cKknafke. bonen B Tedenne 3 nerT.
C fuarHO30M KaHAuHo3a HAOMIOfancs y HepMaTonora
U TIO/Ty4Yas jieueHye CUCTEMHBIMU U TONMYECKMMU NPO-
TUBOIPUOKOBBIMU cpefcTBaMu 6e3 addexra. [Ina yrod-
HeHMS J[MarHO3a M BBIPAOOTKM TepameBTIYECKON Tak-
TUKY OBUI HaIIpaB/eH B KIMHUKY. HacleACTBEHHOCTD He
OTATOLIEHA.

[Ipy  mocTymneHMyu  Tpolecc  TOKanM30BaNCsA
B MEXDBATONMYHON CKIAJKe U MepraHaJbHO 06/1acTM.
B rny6yHe MeXDBATOAUYHON CKIAJKM M IePHaHaTbHO
oIpefe/nsiach MalepiupoBaHHas O/ISIIKA PO30BO-Kpac-
HOTO I[BETa C HEYETKMMM TPAaHUIAMM C HE3HAYUTE/Ih-
HBIM OeecoBaThIM HajleToM. IIpu mepexome mporecca
Ha KOXXY ATORUIL 10 Kparo O/AIIeK MOABIANNCh eAMHIY-
Hble dellyiiku 6Gemoro nsera (puc. 3A). CyObeKTUBHO
orMedan 3ys. Horresble IIacTMHKM KUCTEN U CTOI HE
U3MEHEHbI. [lepMaTOCKONMYECKOe WUCCNIEJOBAaHNE IPU
20-KpaTHOM yBeTMYEHNN) IOKa3ano: Ha po30BoM (doHe
BU3YaNM3MPOBANCh TOYEUHBIE COCY/IbI, MIMEIOLINE PaB-
HOMepHOe pacIlipefie/ieHNe, 4YelIyiiKu O6eoro IjBera,
pacmonaraomuecs no mepupepuy, 3po3UpPOBAHHBIN
ydacTok, remopparun (puc. 3b). Ha ocHoBanuu xnu-
HMYECKO! KapTMHBI U Pe3ynbTaTOB JePMaTOCKOMMYe-
CKOTO UCCIefioBaHuA (paBHOMEPHOE paclpefie/ieHue TO-
YeYHBIX COCYHOB, GeIble YelIyiiKiL, po30BbIil GOH) ObLI
YCTaHOBJIEH TNPEABAPUTENIbHBIN IMATHO3 «MHBEPCHBIN
ncopuas». IlpoBefieHa 610OIICHUs C HOCIEAYIOMM TUCTO-
JIOTMYeCKUM uccienoBanueM. IIpu Mopgonornieckom
UCCNIeJOBAHNUN: B 3MUJEPMICE aKaHTO3, MapakKepaTos,
0o4aroBad peAyKUMsA 3€PHUCTOrO CI0H, MCTOHYEHUE
SMUJIepPMUCA HaJi COCOYKAMM JePMBI, TUMPOTUCTIO-
LUTapHBI NHOUIBTPAT B fepMe. VI3MeHeHM s COOTBET-
CTBYIOT IICOPMA3Yy.

KnuHuyeckme HabnogeHua
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Puc. 2. [lepMaToCKoNmMUIeckas KapTuHa MHBEPCHOTO MCOPUa3a, JI0KaNM3yoLerocs
B aKCUNNAPHOM CKNagke (paBHOMEPHOE pacrpeseneHiie TOUeUHbIX COCY0B, OUaroBo —

eAHMYHble Benble dellyiiki); X 20

Belpa>keHHasi IONOXUTeNbHAsl NUHAMMKA Ha
¢doHe ¥MCHONb30BaHMA KOMOMHUPOBAaHHOTO Kpema
MoMeTasoHa ¢ypoara (0,5 Mr), FeHTaMUI[MHA Cy/Ib-
¢ata (1 mr), sxonasona Hurpara (10 Mr), feKcraH-
teHona (50 Mmr) 6bITa OTMeYeHa BO BCeX CAydasix,
[IpJ 9TOM 3HAYUTENTbHOE YMEHBIIEHNE TUIEPEMUN
U MHOUIBTPALINM, A TAK)KE SIUTETU3ALNI0 Mallepy-
POBaHHBIX YYaCTKOB U TPELINH B IIyOMHEe CKIafjOK
Habmofanu yxxe Ha 2-4-it JieHb nedeHus (puc. 4).
Ha 7-11 genp Tepanum cHyokeHme mHpekca M-PASI
Ha 50% KxoHcTaruposanu y 2 (13,3%) manmeHTos, Ha
75% -y 9 (60%), Ha 90% - y 4 (26,7%) (puc. 5). Ouenka
pe3ynbTaToOB Tepanuy Ha 14-11 JjeHb IOKa3ana CHU-
xeHne nHpexca M-PASI na 90% y 6 (40%) maruen-
TOB, paspelneHne o4aroB — y 9 (60%). ITo6ounbIx
SIBJICHUII ¥ HEeXXeJIATeTbHBIX PeaKIINil, CBA3AHHBIX
C Ie4eHMeM, He OTMEeYeHO.

O6cyxpeHne

Xopoulo M3BECTHBIN [JepMaTOCKONMYECKUI TTPU3HAK
BY/IbIapHOTO IICOpMasa — TOYEYHbBIE COCYHbl — IpU-
CYTCTBYeT BO BCeX ICOPMATHYECKNX O/IAIIKAX Ha TY-
JIOBHUIIlEe ¥ KOHEYHOCTSAX, YTO MOATBEPXKIECHO 11 HAllN-
My HabmoneHusMn. [IpUsHaK OMMCaH MPAKTUIECKN
BO BCeX MCCIEJOBAHMAX, U 3TO TO3BOINUIO IpPeAIo-
JIOXKUTh: MOABJIEHNE COCYJ0B MHOTO CTPOEHMA CTa-
BIT IO, COMHeHMe [uarnos ncopuasa [13]. Toueunsie
COCYZbI BU3Ya/lM3MPOBAINCh HAMU BO BCEX CIydasx
MHBEPCHOTO TICOPMA3a, YTO COITACYETCA C pe3ynlbTa-
tamu A. Lallas n coaBT., KoTOpble HabMIOANN COCY-
IbI TTofo6HOro cTpoeHnsA B 100% crmyyaes Impu Ico-
pUATMIECKOM MOpPAXKEeHMM CKIafgok [14]. Bmecte
C TeM TOYeYHBIe COCY/[BI MOTYT HAGTIONATHCS U IpU
HEKOTOPBIX MPYIMX BOCIANUTEIbHBIX 3a00/TeBaHN-
AX KOXMU, TaKMX KaK JepMaTUT M pO3OBBI JIMIIAL,

HO3TOMY IIPM YCTAHOBJICHMM JMAarHo3a HeoOXOVIMO
OIIeHVBATb JIOTIOJTHUTEbHbIE KpUTepyM (pacIonoxe-
HI€ COCY/IOB, HAa/lM4Ne YelllyeK U UX pacIpefeieHe)
[12, 19]. Bynbrapuslit icopras XxapaKTepyusyeTcs paB-
HOMEPHBIM PacIIONIOKEHNEM COCYOB 1 IpeuMylile-
CTBeHHO A1 Py3HBIM pacIpesesienyeM GeIbIxX Yemry-
eK II0 BCeMy ovary. 3HauMTebHO pexke Habmofaercs
[eHTpa/lbHas U TepudepuvecKas UX JTOKATM3AIS
B IIpefenax odara [13]. MbI KOHCTaTMpOBaIM B O4arax
Ha IJIaJKOJ KOXK€ PaBHOMEPHOE pacIIpefie/ieHNe Co-
CYHOB BO BCeX Cy4YasX, Auddy3HO pacronoKeHHble
6enbie senryitku — B 80%. B eqyHuIHBIX O/IsIIKaX Ha-
6mIoamy YeIyiKy CBETIO-XKEeITOro I[BeTa, a TaKKe
04aroBoe MMM Nepudepudeckoe UX paclpeieieHMe.
PaBHOMepHOE pacnpefieieHnie TOYEUHBIX COCYOB
IpY MHBEPCHOM IICOpMa3e MOXKET OBITb OCHOBHBIM
NIPM3HAKOM, IIOCKOJIbKY YEIlYIKU IPU MTaHHON JIO-
KaJusalyuy JIOBOJIBHO YacTO OTCYTCTBYIOT. Panee
ux Habmoogamu B 13,2% crydaeB mcopmasa CKIAfioK
¢ mpeumylecTBeHHO [u(Qy3HBIM pacmpefeneHn-
eM [14]. B HameM MCCIeHOBaHUM BO BCeX CIIydasax
MHBEPCHOTO IICOpMasa COCYAbl MMENM paBHOMEPHOE
pacipezienienne, a Genble YeIIyI KM BU3yaaM3MpOBa-
muck B 60% cmydaes, IPeMMYILECTBEHHO pacosa-
rasfcb OTHeNbHBIMM Trpynnamu. IToMuMO OCHOBHBIX
IIPU3HAKOB HAMM TaK)Xe OTMEYEHBbI 3PO3UM Ha IIO-
BEPXHOCT) MallepMPOBAHHBIX OYaroB M TeMOpparun
Y OAHOrO IMIaIMeEHTa, IMOABMUBIINECHA, BEPOATHO, B pe-
3yJbTaTe TPAaBMMPOBAHMA KOXKHBIX IOKPOBOB 1 COCY-
0B BeepcTBue 3yAa. ITockonpky y 10 HabmonaeMbIx
HaMM NalMEeHTOB IIOPa)KeHMe CKIAIOK COYeTanoch
C ICOPUMATUYECKUM IOPAYKEHMEM ITIAJIKOM KOXI,
a IIpY M30/IMPOBAHHOM IOPAYKEHUY CK/IAJJOK IMarHO3
6bIII TIOATBEPIKAEH IMCTOIOTYECKY, MOXXHO ITPEAIIO-
JIOXKUTD, YTO pABHOMEPHOE PacIpefieNieHyie TOYeYHbIX
COCYJIOB IO TIOBEPXHOCTM OYara MOXKET CBUJETENb-
CTBOBATh B IO/Ib3Y MHBEPCHOTO IICOPMA3a, a Ha/IIM4ne
Jelryek 6e/0ro IjBeTa JOMOMHUTEIbHO IIOATBEP)Ka-
er nuartos. K HO,]IO6HOMY BBIBOJY IIPUIIIA U IPyTIE

Puc. 3. bonbHo T, 48 neT: A — BbICbiNaHWA B MEXXbAroANYHON cknaake; b — nepmatockonmyeckas
KapTVHa ovara B MEXXbArOAMYHOM CKNaaKe (paBHOMEPHOe pacnpeaeneHne ToUeyHbIX COCYAO0B,
6enble YellyiKu — no nepudepum, reMopparim, 3p03MpPoBaHHbIN yUacTok); X 20

XnebHukosa A.H. I'Icopma3 CKNafokK: AnarHoCTnyeckaa UeHHOCTb EPMATOCKOMMNYeCKOro nccnenoBaHya, OnbiT NprUMeHeHnA KOM6V]HVIDOBaHHOFO TOnM4yeckoro 45 1

npenapata (cepusa KNMHNYECKX HabMoAeHNI)
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Puc. 4. bonbroi K, 75 neT: A — ncopmaTtuyeckie BbiICbiNaHWA B akCUANAPHON CKNagke fo

neyerus; b — KNMHWYECKada KapTyHa Ha 2-7 feHb Tepanuu

Puc. 5. bonbHow B, 45 neT: A — ncopuatnyeckue BbiCbiNaHnA B MEXXbATOANYHON CKNagke 40
nevyenus; b — KNMHMYeCKaa KapTnHa Ha 7-11 leHb Tepanum

nccnegoBarenn [12-14]. Jlepmarockonusi Ha 60Jb-
IIOM yBeIMYEHUN TOATBEPXK/aeT 3aK/I0UeHMe O Be-
AylLlell poIM COCY[OB B AMArHOCTUKE MHBEPCHOTO
ncopuasa. IIpu yBennuenunu B 100 pas OCHOBHBIM
HpI/I3HaKOM ABIACTCA Ha/In4yme CKOIIJICHUA M3BUJIU-
CTBIX KallM/JISIPOB, KOTOpPbIE COOTBETCTBYIOT PaCIIN-
peHHbIM, YJIIII/IHCHHDIM, VI3BUIVICTBIM KaHI/UUIS[prIM
HEeT/IAM B COCOYKOBOJI iepMe IIPY TMCTONOTMYeCKOM
uccnegoBanun [20]. B crydasx mopaxxeHns CKIagox,
KOIZa IOROOHBIe KaNWUIAPHI OTCYTCTBOBAIM IIPU
[epMaTOCKOIMM, MOP(OIOrMIecKn IOATBEP)KAa-
JIMCh MHBlE JUArHos3bl (3puTpasMma, KaHAUMO03, UP-
PUTAHTHBIN [IepMaTUT, SKCTpaMaMMapHas 6oje3Hb
TTemxeTa) [20].

452

YauTeiBas BIaXKHYI Cpely CKIajok, 6maro-
HOPUATHYIO /IS IePCUCTUPOBAHUA Pa3NMIHBIX BU-
IOB MHUKPOOPTaHM3MOB, BIOTHE OOOCHOBAaHHBIM
IpeACcTaBIsAeTCa INPefIOIoXKEeHNe O BIMSAHUM Ha
IaTOreHe3 MHBEPCHOTO Icopuasa GaKTepranbHOIL
wnn rpubkosoit mHpexkuun. KyrprypanpHoe mc-
clefoBaHNe MMKPO(MIOPBI C IMOBEPXHOCTM KOXU
KPYIIHBIX CKJIQJOK y IIALIYIEHTOB, CTPajjalolux
MHBEPCHBIM IICOPMAa3oM, II0Ka3ayno mpeobragaHme
S. aureus B MCCIefyeMOIl TPYILIe II0 CPAaBHEHUIO CO
3popoBbiMy munamu (y 38 n 4% COOTBETCTBEHHO,
p<0,005), mpyu 3TOM OTPUIATENbHBIN Pe3ynbTaT
OB IIO/Ty4eH IIpu BelgeneHny Kynbrypbl Candida
B 00enx rpyImax, M TOIbKO y 1 mammeHTa C Ico-
pUaTMYeCKMM IOpa)KeHMeM IIaXOBBIX CKJIaJjOK
B COYETAaHMU C MMUKO30M CTOH M3 CKIaJOK ObIIN
Ky/IbTUBUPOBaHbI frepmarodputst [21]. TIpn obce-
TOBaHNY C IOMOIIbIO TaMIIbl Bysa y 57% 6onpHBIX
MHBEPCHBIM IICOPUA30M BBIABJIAIU KpacHOe CBe-
YeHHUe, CBUJIETENbCTBYOIlee 00 OTHOBPEMEHHOM
nopakeHnu cknagok C. minutissimum, dae Bce-
TO SPUTPA3MOII OBIIM MOPa’KeHbI MEeXbATONNIHAS
U TaXOBble CKIAfKM, pexe 00acTb TeHUTAJINIL,
IyINKa U TMOAMBINICYHbIX BIaguH [22]. TTockombky
MUKPOOPraHM3MbI MOT'YT UTPaTh PO/Ib B BOCIase-
Huu 1 obocTpeHnn 3aboneBaHus, Leeco06pasHo
UCIIONIb30BaTh B KadeCTBE TOMMYECKUX CPENCTB
Tepalluy IIcopuasa CKIafloK KOMOMHMpOBaHHBIE
HperapaTsl, Cofiep)Kalliie He TONbKO TONMMYeCKIe
CTEPOUABI, HO ¥ AHTUOAKTEPMATBHBIN 1/UIN aH-
TUTPUOKOBBINT KOMIOHEHT [15]. DddexTuBHOCTD
KOMOMHaL My MoMeTa3oHa (Qypoara, eHTaMUIIN-
Ha cynbdara, S9KOHa30/Ia HUTPATa, AeKCIaHTEeHOMa
HaMU 6bl/1a OTMedYeHa y>Ke Ha 2—-4-J1 IeHb JIe4eHu,
YTO NPOSABIANOCH He TONBKO B YMEHbUIEHUM IU-
nepeMny u MHGUIBTPALUK OJIALIEK, HO U B M-
TeMM3alMM  MallepUpOBAaHHBIX  ITOBEPXHOCTEIl
U TPeluH B ITTyOMHe CKIAflOK y BCeX MAI[MEeHTOB.
[Mocnenuuit a3 dexTt, BeposiTHO, 0becriednBaeT ek-
CIIAHTEHOJI, CIIOCOOCTBYIOLINIT pereHepaluy TKa-
Heil ¥ BOCCTAHOBJIEHVIO SMMAEePMAIbHOTO Obapbepa.
[TonmoXUTENbHBII paHO3AKUBIARIMI 3pdeKT
IpJ UCIIOIb30BAHMY AHAJIOTMIHOTO KOMOMHUPO-
BAaHHOTO KpeMa HaOMIOflany B Tepaluy BBIPa>KeH-
HOIl Maljepanum KOXM U CIM3UCTBIX 060/I0Yex
y 6OJIbHBIX KPACHBIM IJIOCKVM JIMIIaeM TeHUTaINIA
[23]. 3a 14 pHeit Tepammu IMOTHBIN perpecc BbI-
CBIITAHMII MBI OTMETUIM Yy 9 HAaLMEHTOB, Yy 6 -
cHmXKeHue uHpmekca M-PASI 6omee yem Ha 90%.
ITenecoo6pasHOCTh MCIONB30BAHMSA BBIOPAHHOI
KOMOMHAIMM MOATBEPXKAAETCS TePaleBTUIECKUM
apdexToM, a TakxKe XOpoIIell IIepeHOCHMOCTBIO
U oTcyTcTBUEM Mob604YHBIX adpdekTon. IIpu moxa-
JM3aLMY BOCIAJUTEILHOIO Ipoliecca B CKIajKax

KnnHnyeckme Ha6J'IIOLI,eHI/lﬂ
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BCer/a HeoOXOMMO MTOAXOANUTD € 0COO0IT OCTOPOXK-
HOCTBIO K BBIOOPY TONMNYECKOTO ITTIOKOKOPTUKOCTE-
pOMAa, MOCKONBKY BBICOKOIIOTEHTHBIE CPECTBA,
cofeprKaliue aToMbl GTOpa, NUMET OTPAaHMIEHHOE
JICIIOZIb30BaHNe Ha yYaCTKaX KOXKI C BBICOKON ab-
copbumonHoit cnocobunoctoo [15, 17]. Hannmune
B JICIIO/Ib3YeMOIl KOMOMHAIMY MOMeTa3oHa Gypo-
ara, HepTOPUPOBAHHOTO ITIIOKOKOPTUKOCTEPOULA,
M03BOJIAET 6€30MaCHO €T0 UCIIOB30BaTh Ha TOOBIX
y4acTKaX KOXKHOTO IIOKPOBa.

3aKkoyeHune

Hamr oneIT cBUAETENBCTBYET, YTO NEPMATOCKONNA
IpefcTaBiAeT cO00JT IIONe3HBINI MHCTPYMEHT Ji/is
HeMHBAa3VBHOI JMAarHOCTUKM IICOPMA3a CKIafoK.
ITpu manom yBenuvenuu (B 20 pa3) OCHOBHBIM IIPU-
3HAaKOM OBbIJIO paBHOMEPHOE pacIpefie/ieHe 0 BI-
3yanu3upyeMoil IOBEPXHOCTU TOYEYHBIX COCYJOB.

JononHutenbHas nHGopmauua

vaaucuposauwe

Pa6oTta nposefeHa 6e3 npueneyeHnAa 4ONONHNTENbHOIO d)VIHaHCVIpOBa-
HUA CO CTOPOHbI TPETbUX JINLL.

Hannune demyek 6emoro mseTa, pacIonoKeHHbBIX
OT/ETbHBIMY OYaTAMIU, B Psifie CIyIaeB JOIOTHSITIO
IepMaTOCKOIMYECKYI0 KapTUHY UHBEPCHOTO IICO-
puasa. Mbl HabmOaMyN TepaleBTIYeCKyIo addek-
TUBHOCTb, MTHOBEHHYIO CKOPOCTb HAacCTYIIEHU:A
adexTa, OTCYTCTBME HEXeNaTeJIbHBIX ABICHMUIL,
CBA3aHHBIX C TepaIell, CMOCOOHOCTb CTUMYIUPO-
BaTh SIINTENN3ANNIO B IEYEHNN IICOpMa3a CKIagoK
¢$UKCHPOBaHHOI KOMOMHALMM MOMeTa30Ha Gypo-
aTa, FTeHTaMUIIMHA CY]Ib(baTa, 9KOHa30/1a HUTpaTa
N OEKCIIaHTEHOJIA. YuureiBas OTpPaHMYEHHOE KO-
JMYeCTBO HAOTIOIeHNL, TPe/ICTaBICHHDBIX B HACTO-
Aeyt MyOIMKalyy, Mbl CYUTaeM lie/ieco00pa3HbIM
HPOLO/KUTD M3YUeHUE [UATHOCTUYECKOI 1IeHHO-
CTU [epMaTOCKONMYECKOTO MCCIEeNOBAHU 1 3¢-
(beKTUBHOCTM KOMOVMHMPOBAHHBIX IIpeIapaToB
IpK ICOopmase CKIALOK Ha OOIbIIEM KOMNYECTBE
K/IMHNYeCKOTo MaTepuana. @

KoHpnukT nHrepecos

ABTOp [jeKnapupyeT OTCYTCTBUE ABHbIX W MOTEHLMaNbHbIX KOHGINKTOB
MNHTEPECOB, CBA3aHHbIX C MybnmKaLmen HacToALen cTaTbu.
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Inverse psoriasis: the diagnostic value of dermatoscopic
assessment and the experience of treatment with
a combination topical agent (a clinical series)

AN. Khlebnikova'

Background: Inverse psoriasis that is charac-
terized by skinfold rash is seen in 12 to 36% of
European patients with psoriasis. Isolated involve-
ment of skinfolds can mimic a number of dermato-
ses with similar location. The differential diagnosis
is increasingly frequently based on non-invasive
methods, including dermatoscopy. Taking into ac-
count the warm and wet milieu of skinfolds, facil-
itating secondary infection, topical antibacterials
and antiseptics are recommended for treatment,
along with topical glucocorticosteroids and vita-
min D, analogues.

Materials and methods: We have analyzed the
results of assessment and treatment of 15 patients
with psoriasis of major skinfolds that were admit-
ted to the in-patient department of dermatology.
All patients underwent dermatoscopy atx 20 mag-
nification. The patients were treated with desen-
sitizing agents, hepatic protectors, and group B
vitamins. Topical treatments applied in the rash
areas included a combination topical agent con-
taining mometasone furoate (0.5 mg), gentamicin
sulfate (1 mg), econazole nitrate (10 mg), and dex-
panthenol (50 mg). The treatment was considered
effective if the M-PASI decreased at least by 75%;
the results were assessed after 7 and 14 days of
treatment.

Results: In all cases, dermatoscopy of the vulgar
psoriasis lesions showed vermilion or red to rosy
background with evenly distributed dotted ves-
sels and white scales diffusely located all over the
visualized surface. The skinfold lesions were char-
acterized by rosy or red background with evenly
distributed dotted vessels, white scales located
either as isolated groups, or at the periphery of the
visualized areas; some plaques had local erosions,

and in one case, hemorrhages. Morphological
assessment of the biopsy samples in all patients
with isolated skinfold lesions (n=5) confirmed
the diagnosis of psoriasis. Treatment-induced im-
provement was seen at day 2 to 3, and at day 14,
there was a decrease of M-PASI by 90% in 6 (40%)
patients and resolution of the lesions in 9 (60%).
There were no treatment-associated adverse
events or reactions.

Conclusion: Dermatoscopy has proved to be
a useful tool for non-invasive diagnostics of in-
verse psoriasis. At low magnification (x 20), its
main sign was an even distribution of dotted
vessels throughout the visualized area. In a num-
ber of cases, the dermatoscopic symptoms addi-
tionally included white scales grouped as isolat-
ed foci. The addition of the combination topical
agent (mometasone furoate, gentamicin sulfate,
econazole nitrate, and dexpanthenol) to the stan-
dard systemic therapy facilitated almost full reso-
lution of skinfold psoriatic lesions.

Key words: inverse psoriasis, skinfolds, dermatos-
copy, dotted vessels, topical therapy, fixed combi-
nation, mometasone furoate, gentamicin sulfate,
econazole nitrate, dexpanthenol, cream
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AKTUHNYECKMI KepaTo3 - NPeanKTop pa3BuTS NepBuYHO-
MHO)XEeCTBEHHOr0 CMHXPOHHOI0 NIOCKOKNETOYHOr0 paka
KOXW: onucaHue KNMHNYECKOoro HabnwaeHns

Ceposa T.I!

MpefcTaBneHo KAMHMYeCKoe HabniogeHve nep-
BUYHO-MHOXKECTBEHHOFO CMHXPOHHOIO BbICOKO-
anddepeHLPOBaHHOrO OPOroBeBatoLero Mio-
CKOK/IETOYHOTO paKka KOXu Y MaumeHTKu 84 net
C MHOXECTBEHHbIM aKTUHWYECKAM KepaTo3om
N aKTUHUYECKUM XENNUTOM. YHUKaNbHOCTb K-
HMYECKOro c/lyyasa 3ak/ioyaeTcAd B efjuHOBpe-
MEHHOM Pa3BUTUN NEPBUYHO-MHOKECTBEHHOFO
NOCKOKIETOYHOIO paka KOHYVMKa HOCa 1 KpacHoM
KalMbl HVXKHEN ry6bl Y 60/1bHON C OTAFOLEHHbIM
nNpodeccroHanbHbiM 1 CONHEYHbIM aHaMHE3OM,
CBETNIbIM GEHOTUMOM U MpU3HAKaMy XPOHUYe-
cKoro ¢doTonoBpexaeHns Koxu. OnpepeneHbl
KNMHUYeCKIE, AePMaTOCKONMYECKME U YNbTPaco-
Horpaduyeckme NpuUsHaky KepaToTUUYECKOro aK-
TUHMYECKOrO KepaTo3a, MOATBEPXKAEHHble naTo-
Mopdonoruyeckum nccnegoaHvem. ®aktopamm

prCKa 3/10KaYeCcTBEHHON TpaHchopmaLmUn aKTu-
HWYECKOro KepaTo3a MOCYXUAN MHOXEeCTBEH-
Hble 3¢pdnopecLeHU 1 MHOTONIETHUI aHamMHe3
3aboneBaHVA. ManurHusauma — akTUHUYECKMX
0YaroB KIMHUYECKU NPOABAANACh B BUAE GbICTPO
NPOrpeccrpyoLWmnx 30H U3bA3BAEHUA pa3mMepamu
6oniee 1 CM, BbIPaXXeHHOTO rMnepKkeparTosa, BOC-
naneHnsa 1 MHGUNLTPALMW MOANEXaLUX TKaHel,
MOBbILLEHHON KPOBOTOUMBOCTY U 60SI€3HEHHOCTH.
OTMeTUM: [N1A YCTaHOBJIEHVA OKOHYATeNbHOro
AMarHosa v ¢ uenbio guddepeHumanbHon Ana-
THOCTUKM HeobxoAuma naTtoMopdonormyeckas
BepuduKayma 6rontata Koxu. [laHHbIN KAVHA-
YeCKMn NprmMep yKasblBaeT Ha Heob6XoAMMOCTb
NOMMWN3HEHHOTO  AWCMAHCEPHOro  HabnoaeHus
flepMaToOBEHepPOIoraMn MaLUMeHToB C MHOXe-
CTBEHHbIMU OYaramy aKTMHUYECKOro KepaTtosa,

06A3aTeNIbHOCTb Ha3HaYeHVA fleyeHnsa 1 npose-
AeHVA NPOGUNAKTUYECKUX MEPOMPUATUIA.

KnioueBble cnoBa: akTVHMYECKNI KepaTos, akTu-
HUYECKNI XeNSTNT, MNOCKOKIETOUHbIV PaK, KIUHW-
Ka, AnarHocTuka, GakTopbl prcka

Ana untnposanua: Ce1osa TI. AKTUHWUYECKNI Kepa-
TO3 — NPEAVKTOP Pa3BUTKA NEPBUYHO-MHOXKECTBEH-
HOrO CUHXPOHHOTO MIOCKOKNETOYHOTO paka KOXM:
onvcaHne KIMHWYECKoro HabnopeHua. AnbmaHax
KNVHUYeCcKkon meanumHbl. 2022;50(7):455-461. doi:
10.18786/2072-0505-2022-50-054.

Moctynuna 11.09.2022; gopa6otaHa 23.12.2022; npw-
HATa K nybnukalmm 27.12.2022; ony6nukoBaHa OH-
nanH 28.12.2022

KTMHUYIECKUIT KepaTos (CMH.: COMHEYHBIN

KepaTo3, CeHMIbHBIII KepaTo3) — Ipefipa-

KOBOe 3a0o0/eBaHMe KOXM, KOTOpOe Xa-

pPaKTepusyeTcs ATUINYHON JIOKAIbHOI
nponudepariueil KepaTUHOLMTOB 6a3aTbHOTO CIOS
SMUAEPMMCA OTKPBITBIX YYaCTKOB KOXXHOTO IIO-
KpOBa, BCNENCTBME JINTEILHOTO KaHILEpOTE€HHOTO
HeiicTBUA yNIbTpaduoIeToBOro M3aydeHudA. B Ha-
CTOsiIee BpeMs aKTMHWYECKNII KepaTo3 MHTepIpe-
TUpYyeTCs KakK IUTocKokteTounblit pak (IIKP) in situ
C BBICOKMM PUCKOM TpaHCHOpPMaLMK B MHBA3VBHYIO
KapuuHomy [1-3].

IONNUIEMUONIOTNYECKME JTaHHBIE O PacHpoCTpa-
HEHHOCTM aKTMHUYECKOTO KepaTo3a BapbUPYIOT
oT 6 10 25% momynAnuM, MaKCuMaabHbIe IIOKa3a-
Tely 3a00/IeBaeMOCTU PETUCTPUPYIOTCA Y Hpen-
CTaBUTENIENl €BPONEOUAHON pachl crapme 40 et
MPOKMBAKOLINX B PETMOHAX C BBICOKMM YPOBHEM Y/Ib-
TpaduoneroBoro usnydenus [2]. 3abomeBaeMoCTb
aKTMHUYECKMM KepaTO30M BO3pacTaeT IIPONOPLMN-
OHAJIbHO BO3pACTy HACENeHMs, JOCTUTas BBICOKMX
noKasarejell y mropeit 70 et u crapure [2-6].

CepoBa TaTbsiHa
FeHHapgbeBHa -

KaHf. MeA. HayK,

foueHT Kadenpbl
[lepMaTOBEHepOosiorin
neuye6Horo dakynbrerta’;
ORCID: https://orcid.
org/0000-0002-2660-0536
< 614990, r. Mepmb,

yn. NeTponaBnosckas, 26,
Poccuinckaa Oepepaums.
Ten.: +7 (908) 249 91 99.
E-mail: sedovca-1978
@yandex.ru

TOrBOY BO «Mepmcknii
rocyAapCTBEHHbIN
MeANLNHCKUIA YHU-
BEpCUTET UM. akafe-
Muka E.A. BarHepa»
MwuH3pgpasa Poccuu;
614990, r. Mepmb,
yn. MeTponaenosckas,
26, Poccuiickas
Depepauya

K ¢dakTopam pucka BO3SHMKHOBEHUs aKTUHUYE-
CKOTO KepaTo3a I aKTMHUYIECKOTO XeJ/INTa OTHOCAT:
U30BITOYHOE KYMY/IATUBHOE YIbTPaduoIeToBoe ns-
Ty4eHue; IpodeccHOHaIbHYIO AesATeTBHOCTD U IPO-
(eccronanbHble BpeLHOCTY; OTATOLIEHHBIN COTHEY-
Hblil aHaMHe3; I 1 II Tuel GoTOYyBCTBUTENBHOCTY
KOoXM 110 PUTHIATPUKY; AKTMHIYECKME TTOPAsKeHN A
KOXXI U1 pyOLIbl; TeHeTHYecKe 3a00/IeBaHMs; pEeHTTe-
HOBCKO€ 1/mnu nHppaKpacHoe N3IydeHne; UMMYHO-
CYIIpecCHIo ¥ MMMYHOAepUIIMTHBIE COCTOAHMU ; HU3-
KUl COIMaTbHO-9KOHOMMYECKNI CTAaTyC MaljMeHTa;
KypeHue [1-3, 5-13].

AKTUHUYECKUII KepaTo3 Pa3BUBAETCA HA OTKPBI-
TBIX YYaCTKaX KOXI, IOfIBEPTalolMXCsA [IUTENb-
HOW MHCOMALMN, — KOXX€ JINIA, BOJIOCUCTOV YacCTU
TOJIOBBI, 1IeY, IeKO/IbTe, IPeAIIeYnil, Thl/Ie KUCTEIL.
Knnunyeckn saboneBaHye XapaKTepuU3yeTCs IOSB-
JIEHNEM eOVHUYHBIX M/ MHOXXECTBEHHBIX, II/IOCKUX
WY 37IEBUPYIOMINX IATEH TeIeCHO-PO30BOT0, pO30-
BOTO MJIM PO30BO-KPACHOTO I[BeTa C YeTKUMH Tpa-
HULAMM, HENPaBMIBHON MOMULMKINYECKO (op-
Mbl. Pasmep aneMeHTOB BapbMupyeT OT HECKOIbKUX
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MUJIIMMETPOB JI0 3-5 CAaHTUMETPOB, B CPEJHEM CO-
craBnder 1 canTumeTp. [IoBepXHOCTh OYaroB aKkTu-
HIYECKOTO KEPaTO3a [I€POXOBATa s, HOKPbITA IIJIOTHO
IIPIJIETAIOI MMM CYXMMM YeIlyIKaMI VI KOPKaMu,
KPOBOTOYALIMIMY IIPM HACUIbCTBEHHOM yJa/Te€HNUMN.
AXTUHMYECKUIT XeMIUT XapaKTepusyeTcs IOsBIIe-
HUEeM O0YaroB TrumepeMmy, arpoduy, LIeNTylIeHUs
U TPeLVH Ha HIDKHelt ry6e. ITaTomornyeckuit mpo-
Ijecc B OOJIBIIMHCTBE Cy4YaeB He CONPOBOXKIAETCA
CyObeKTUBHBIMY olyeHusamn [1-5, 8, 10, 12].

BoIfiengroT Tpu BapMaHTa Pa3BUTNUA aKTUHIIUe-
CKOTO KepaTo3a: 1) CIOHTAaHHBII perpecc; 2) CTa-
O6wmusanus; 3) ManurHmsauys. KinmHmdeckumm
IpU3HaKaMM TpaHCHOpPMAILMU aKTMHUYECKOTO Ke-
parosa B IIKP cmy»ar nporpeccupyomuit poct oda-
TOB, YCUJIEHNE TUIIepKepaTosa, pasMmep 6omee 1 cMm,
BbIPa)K€HHbIE dPUTEMa U BOCIa/eHNe, CIasHHOCTDb
C OKPY>KAIOIMMI TKaHAMY, KPOBOTOUNBOCTD, U3D-
s3BJ/IeHNe, 60/Ie3HEHHOCTb IPU IaJIbNALNM OYaros,
VMHTEHCHBHBII KOXXHBIN 3y[I, OTCYTCTBUE 3 deKTa OT
IPOBOAUMOI Tepanuy U ObICTPOe BOSHMKHOBEHNE
peuupmsa [2, 5].

CornacHO JaHHBIM JIMTEPATYpbl, OasanbHOKIIe-
TOYHBIN M IJIOCKOKJIETOYHBIV paK pa3BUBAETCA Ha
(hoHe aKTMHMYECKOTO Kepato3a y 36 u 19,3-65% ma-
IIMIEHTOB COOTBETCTBEeHHO [2, 13]. Manuramsaims
AKTMHUYECKOTO Xennura Bapbupyer ot 10 go
30% cnydaes. IIpy 3TOM B 06/1acTy HIUXKHEIl IyObI
pasBuBaetcsa arpeccuBHbIl IIKP ¢ yacToroit Merac-
Ta3upoBaHuA B 10 pa3 BbIlle, Y4eM IJIOCKOK/IETOYHBII
pax fpyrux nokanmsaunit [9, 10]. YcraHoBIeHO, 4TO
pUCK TpaHChOPMAINY AKTUHINYECKMX OYaroB B I/I0-
CKOKJIETOYHYIO KapIIMHOMY 3HAUMUTENbHO yBeINYU-
BAETCA C BO3PACTOM; Y NMALMEHTOB C TeHeTUIEeCKUMMU
CUHJPOMaMM, MMMYHORE(DUIVITHBIMY COCTOSHVA-
MU U JJINTENbHON MMMYHOCYIIpeccrell; y 60NbHBIX
C OTATOIICHHBIM IPO(eCcCHOHAIBHBIM, COTHEYHBIM
M JMYHBIM OHKOJIOTMYECKMM aHaMHE30M; Yy JIIo-
feit ¢ GONBLIMM KOTMYECTBOM KEPAaTOM, CBET/IBIM
dotoTunom xoxu [1-4, 6, 10, 11]. Tak, y 601bHBIX
C MHOXECTBEHHBIM aKTMHIYECKVM KepaTO30M PUCK
pasButusa IIKP xoxun B TeueHme 10 nmeT gocturaer
6,1-17,1% (3, 4, 8, 14]. Ilo maHHBIM psila ABTOPOB,
PYICK 37I0Ka4eCTBEHHOI TpaHChopMay aKTUHIYe-
CKMX 0YaroB 3HAYMTE/IbHO BO3PACTAET y MALIMIEHTOB
C IMUTETbHON MMMYHOCYIIpecCuell ¥ Mocie TpaHC-
IJTAaHTALMY BHYTPEHHMX OpraHoB. V3BecTHO, 4uTO
Y PeIMIIMEHTOB TPAHCIIAHTATOB II€PBIYHO-MHOXe-
crensblit [TKP koxu passusaercs B 31% ciydaes [2,
3, 5, 15]. Ilpu OTATOLIEHHOM JIMYHOM OHKOJIOTUYe-
CKOM aHaMHe3€ II0 PaKy KOXKM TeMI Ma/JlUTHU3ALNN
04aroB aKTMHUYECKOTO KepaTo3sa cocrasisaer 0,53%
BTOf [4, 11]. V manueHTOB ¢ reHeTUYeCKMMIU CUHTPO-
MaMI IJIOCKOK/IETOYHAsl KapIJMHOMa pas3BUBaeTCA
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B 6071ee MOIOTOM Bo3pacTe. B vacTHOCTM, Y 60/TBbHBIX
C INUTMEHTHOM KCEepOJEPMON PUCK MaTUTHU3ALUN
AKTMHUYECKOTO KepaTosa nosbimed B 1000 pas, npn
39TOM PEeTUCTPUPYIOT HEePBUIHO-MHOKECTBEHHBIN
pak muia u ryosl. Y NaIleHTOB ¢ KOXXHO-ITTa3HbIM
anpb6uHr3MoM IIKP OTKpPBITBIX YYaCTKOB KOXMU
BcTpedaercs B 38,9% cnydaes [2, 11, 12].

B GonbIInHCTBe Cy4aeB AMATHO3 aKTUHNYIECKO-
ro KepaTosa YCTaHaBIMBAaIOT KIMHIYECKN ¢ 00s13a-
TeJIPHOII TaTOMOPQOIOrndeckoit Bepudukammen
Iuar"osa. JOMOMHUTENbHBIMU METONAMU JIMaTHO-
CTUKM CITY>KaT AepPMaTOCKOINS, KOH(pOKANTbHAsA Ja-
3epHasd CKaHMPYIOIAasd MMUKPOCKONMNA, ONTHYECKas
KOTe€PeHTHas TOMOTpadus U YIbTPasBYKOBOE BBICO-
KOYaCTOTHOE MCCIeNOBaHMe KO, JaHHbIE KOTOPBIX
B psifie CIy4yaeB IIOMOTAIOT 3alI0f03PUTD TpaHCOp-
mauuio [1-5, 8, 16-18].

B xadecTBe mmocTpauny TpaHchopMaLUM aK-
THUHNYecKoro keparosa B [IKP npuBogum cob6cTBeH-
HOe K/IMHIYecKoe HabmofieHne.

KnuHunyeckoe Haﬁmo,qume

bonprasa C., 84 ropa, mMeHCHMOHEpPKa, KOHCYIbTHMPOBaHA
nepmaroonkonorom I'bY3 IIK «Kpaesoit xnmHMYecKuMit
KO>KHO-BEeHepOoJIornueckuii gucmnancep». XKamnober mpu 06-
paleHuy: ObICTPBIl POCT 1 6O/Ib ONMYX0IEBUILHOTO 0bpa-
30BaHMs HAa KOHYMKe HOCa, 60/Ie3HeHHas s13Ba Ha HYDKHeI!
rybe, o6pa3oBaHye MHOXKECTBEHHBIX IIATEH C IVIOTHBIMHU
KOpKaMI Ha JInIe.

AnamHe3 3a00/1eBaHMS: OTMeYaeT IOsIB/IEHNE U pac-
IPOCTPaHeHMe IPUTEMATO3HBIX HIeTYHIAIMXCA MATEH Ha
nuue ¢ 50-7eTHEr0 BO3pacTa, ¢ TeYeHMEM BpPeMeHU 3jle-
MEHTBI YTO/NIAMICh ¥ TIOKPbIBANCh IIOTHBIMY KOPKaMI.
Cy6beKTUBHO — IePHOANYECKIIT 3y/T 1 XOKeHMe. BriepBoie
obpaTuia BHUMaHME Ha IOABJEHNE IUIOTHBIX YelIyeK
I KOpOYeK B o61acTy HIMKHe ry6b1 okomno 10 et Ha3ap,
3a mocefHMit Tox obpasoBanack 6oe3HeHHas s3Ba, I0-
KpbITas TOJCTON KopKoiil. CorlacHO JJaHHBIM aHaMHesa,
MAlMEHTKa OTMeYaeT IIPOrPeCCUPYIOIMII POCT OIyXO-
JIEBUJHOTO 0Opa3oBaHMA Ha KOHYMKE HOCA U M3Dbs3BIIE-
HUs B TedeHue 1 ropa. SI3BeHHbI fedeKT HeprogmIecKn
IIOKPBIBAJICA TOJICTON KOPKOJ. 3a IOCIefHIe HeCKOTbKO
MecsiL[eB YCTaHOBJIEH OBICTPBIN POCT sI3B, 6ONE3HEHHOCTD
" KPOBOTOUYMBOCTD IIPU TPABMATU3ALNM I TIOTIBITKE y7ia-
neHns Kopok. ConHLe3allUTHBIE CpeACTBa B TedeHMe
JKM3HM He 1cronb3oBaa. K Bpagyam paHee He o6palianach,
caMojIedyeHMeM He 3aHMMasach.

Annepronornyeckuii aHamHes crokoeH. CemeliHas
U TMYHAs HACTECTBEHHOCTb [0 OHKOIOTMYECKUM 3a60-
JIeBaHUAM, B TOM 4JC/Ie PaKy KOXXI, He OTATOIleHa.

[TpodeccnoHanbHbII aHAMHE3: aTPOHOM, CTaX pabo-
Thl — 41 rofi, B HacTosAlee BpeMA Ha neHcun. CemeliHoe
IIOJIO)KEHMeE: BIOBA, 3 mereli. Hanm4ume BpeJHbIX IPUBbIYEK
OTpHIIaeT.

KnuHuyeckme HabnogeHua
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Puc. 1. AKTUHMYECKIMI KepaTo3 KOXKM NnLa Puc. 2. KoHYMK HOoCa — BblcOKOA M- Puc. 3. KpacHas Kalima HYKHEN ry6bl —
C NPU3HaKamMK1 XPOHMYECKOro GOTONOBPEXAEHMA depeHLMpOoBaHHbI OpOroBeBaloL i BblcoKOANPOEPEHLMPOBAHHbI OPOrOBEBAIOLLMIA
MAOCKOKIETOUHDIV Pak KOXM, A3BEHHbIN TUN MNOCKOKIETOUHbBIV Pak KOXM, A3BEHHbIN THM

O6mpextusHbI cTaTyc: I doToTnn mo OuTHIATPUKY.
Obuiee cocrosiHMe ymoBreTBOpuTeabHOe. CO3HAHNE sC-
Hoe. ITonoxenne akTuBHOe. TeOCIOXKeHMe IPABUIbHOE.
IIuranne mossinienHoe. VHmekc maccor Tena 31. KoxxHbie
IOKPOBbl ¥ BUJVIMbIE CIM3UCTBIE (PU3MONOTUIECKON
okpacku. Ilepudepudeckne numdaririeckie y3abl He
HmanbpnupyoTca. [IpIXaHNMe BOCTATOYHON ITTyOMHBI, PUT-
MuyHoe. JIpIXaTenbHas 3KCKYpCHUsA B Ipefieniax HOPMBI.
YacroTa mbIXaTelbHBIX ABVOKeHMI — 18 B munyty. Ilpn
TIEPKYCCUM OTIpeJieNIAeTCA ACHBIN NerouHbiii 3ByK. Ilpn
ayCKy/IbTallMyM [bIXaHMe Be3UKY/NAPHOE, XPUIIOB HeT.
Tonbl ceppilja pUTMIUYHBIE, 3BYYHbIE, IIyMOB HeT. [Tynbc -
40-62 ypnapa B MUHYTY, apUTMUYHbINA, CUMMETpPUIHDIIL,
YHOB/IETBOPUTENbHBIX KauecTB. ApTepuanbHOe [aBiie-
Hyue - 155/100 mMm prt. cT. JKuBOT mpaBuibHO GOpMEL,
CHMMETPUYHBIN, He YBe/lINUeH, IPY TaTbIIalNI MATKNI,
6e360mesHeHHbIl. [ledyeHp+ 1,5 cM OT Kpas pebepHOIt
IyTU, Kpail pOBHBLIL, 6e360/me3HenHbIl. Cele3eHKa, IOIKI
He manpnupyorca. CHHIPOM COTpACEHMA IOACHUYHON
00671aCTU OTPULIATEIBHBII € 06€MX CTOPOH.

ComyrcTByomue 3aboneBaHus: uineMmuyeckas 60-
nesHb ceppua. CreHokapnus HampspkeHusa II dyHk-
LMOHATBHOTO  Kjacca. ApTepmanbHas TUIEPTEH3N
IIT cragmm, 3-1 cremeHb pucka. llepebpoBacKynsipHas
60/1€3Hb, OUCUUPKYIATOPHAS sunedanonarus II crenenn.
XpoHMYecKkas HeJ0OCTaTOYHOCTb MO3TOBOTO KPOBOOOpa-
menns III cragum. Araktudeckuit cuHApoM. OX1peHne
I crenenn. l'emaTocnenomeranms.

Status localis: KOXXHBIIT TATONOTMYECKUIT POLIECC Orpa-
HMYEHHBII, CUMMEeTPUYHBII1, HEOCTPOBOCIIA/IMTENBHOTO Xa-
pakTepa, TOKa/IM30BaH Ha Koxe /i (puc. 1). Ha koHunke
HOCa CjIeBa BU3YanIUsUpyeTcs MHOUIBTPUPOBAHHAS s3Ba
HeNpaBWIbHON (POpMBI, pasmepamu 2,5X2,5 ¢M, C pe3Ko

HIPUIOAHATBIMY IUIOTHBIMM IOAPBITBIMU KpaTepoobpas-
HBIMM KpasMIU B BUJe BaJMKa PO30BaTO-KPACHOTO IIBETa,
Ha [IOBEPXHOCTY KOTOPBIX HAOIIONAIOTCS MHOXKECTBEHHbIE
OMMOpPQHBIE COCY/IbI, KOKHBII PUCYHOK CI/IaXKeH. B rieH-
TPaJIbHOI YaCTH OIIYXOMH — ITyOOKast TONICTasl CEPO3HO-Te-
Mopparndeckasi kopka (puc. 2). KpacHas kaitMa HIDKHeil
ryObl OTe4YHa, GU3NONOrMyecKas CKIafuaToCTb CITIaKeHa,
Ha IOBEPXHOCTM — KPYIHOIUIACTMHYATOE HIeTyLIeHue ce-
poro 1BeTa. B LieHTpa/lbHON YacTy HIDKHeil TYObI B 30He
IIepexOfia B CIMBUCTYI0 060M0UKY — MHGUIBTPYPOBAHHBII
SA3BEHHBIN ,ue(l)eI(T 1,5% 1,3 cM € IIJIOTHOM, CITASTHHOW C MO~
JIeXXaIl MMM TKaHAMM KOPKOII cepoBaTo->kenToro usera. [To
nepudepnn KOpPKM BUSYaIU3UPYETCS OYar JIEHKOIUIAKWUM
HeTpaBI/IbHOI (GOPMBI C YeTKOI AeMapKaluell 1 I7IafKol
IIOBEPXHOCTBLIO cepoBaTo-6eoro usera (puc. 3). Ha xoxe
JIMLA, IPEVMYIeCTBEHHO B 06/1acTy 162, BUCOYHBIX 0071a-
CTeif, Ha GOKOBBIX IOBEPXHOCTSIX I CIMHKe HOCA BU3Ya/IN3H-
PYIOTCA MHOXKECTBEHHbIE IVIOCKME U 3/IeBUPYIOIMe MATHA
PO30BO-KPacHOTO 11BeTa, HeIlPpaBU/IbHOV NOMMIMK/INYECKO
(OpMBI C YeTKMMM TPaHMLIAMM, HAXOMALIMEC Ha PasHBIX
crajusax passutus. Ha MOBepXHOCTHM IIsiTeH HabmofaeTcs
IIeTTyIIeHe CepOro IIBeTa Pa3HON CTeNeH! BBIPasKeHHOCTL.
B BUCOYHOIL, CKY/IOBOIT 11 TOOGHOI YacTy JIMIIA CIIpaBa U Ciie-
Ba BU3Ya/U3UPYIOTCA ITIOTHbIE KOPKY CEPO-KE/ITOTO 11BeTa,
110 Tiepyihe Py IEMEHTOB — SPUTEMATO3HBII TPUIOFHATDII
BeHurk (puc. 4). Ha mecre ckapuduuupoBasusix addio-
pecleHIuii — NOBEPXHOCTHbIE CEPO3HO-TEMOppArnyecKue
KOPOUKM. Y IMallVIeHTK! BbIAB/IEHbI IPU3HAKI XPOHMYECKO-
ro (OTONOBPEXAECHNA KOXI — aTpOdUA M CYXOCTb KOXKU,
AKTMHMYEeCKUIT 9/macto3 (cM. puc. 1, 4). [loguentoctHsle, 3a-
yILIHbIe, HALKTIOINYHbIE, MeTTHble TuMbaTIIeCKIe Y3/Ibl He
YBEJIMYEHBI, He CIIasHbl MeX[Y c000i1, KoXKa Haf, HUMMI He
13MeHEeHa, IOABIDKHOCTD X He OTpaHMYeHa.
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Puc. 4. JleBan 60KOBas NOBEPXHOCTb ML — MHOXKECTBEHHDI
AKTVHMYECKNIA KepaTos, KepaToTuyeckas dopma

[TanueHTKe BBHIOTHEHO YIBTPA3BYKOBOE WCCIIENO-
BaHue KO /mia un gepmarockomusi (DUB SkinScanner,
TPM (Tepmanmnsi), 75 MTI).

BpicokodacToTHOE  ynIbBTPasByKOBOE€ MCCeOBaHNE
oYara aKTMHIIECKOTO KepaTo3a JIeBOIL CKY/IOBOI 06/IacTi:
HOBEPXHOCTD SIMJEPMIICa HepOBHAA, MUKpOpenbed cria-
JKeH, 9XOTeHHOCTD yculeHa. ToHa snngepMuca yBenn-
yeHa — 145 MKM (Hermopa>keHHas Koxa — 70 MxMm). ToyuuHa
nepMbl — 1370 MKM (HermopakeHHas Koka — 1040 MKM).
B BepXHMX M CpeHUX OT/ie/laX JiepMbl BU3YanU3UPyeTCa
I'UIIO9XOTeHHasA Iooca TonmuHoi 1530 mkm. I'panuna
TlepMbl C MOJIeKAMMY TKaHAMM YeTKas. 3akadeHne:
yIbTpacoHOrpaduyeckas KapTHHA COOTBETCTBYeT Kepa-
TOTHYECKOIT POopMe aKTMHIIECKOTO KepaTo3a.

JlepMaTOCKONIMYeCKOe MCCIefoBaHNe OYaroB aKTUHN-
YeCKOro Keparosa jIeBOJI CKYIOBOJI 00/1acTy: BU3YaIU3L-
PYIOTCS 9pUTEeMaTO3HbIE OYaTy PO30BATO-KPACHOTO I1BETa
C TOJICTBHIMU 4YeIlye-KOPKaMU, MHOXXECTBEHHbBIE M3BUTBIE
cocynbl. B obmacTi KOHYMKA HOCA BU3YalIU3UPYeTCs 9H-
noGUTHO-A3BeHHOe 00pasoBaHue, IIOKPHITOE TONCTON
r1y60KOII IIOTHON CepO3HO-TeMOPpParndeckorl KOpKoi
¢ mpuunmumu BonokHamu (puc. 5). Ilepudepuyecknit
BaJIMK OIYXONIM PO30BaTO-6ypOro ILiBeTa C HEPOBHBIMU
HOAPBITBIMM KpPasiMi ¥ MHOXXECTBEHHBIMI IIONMUMOPG-
HBIMM COCYJiaMu. B 06/1acTy OIyXony BU3YanU3UPYIOTCA
Geble TOYKM ¥ KPYIM. B LeHTpanbHON YacTy KpacHOI
KaiiMbl HYDKHeJ I'yObl HaOmofgaeTcs KepaTuHOBas KOpka
CepPOBATO-XKEITOrO IiBeTa C OelbIMU 6eCCTPYKTYPHBIMU
30HaMU 1 U3BA3BIICHUEM T10 ITepudepuit, MHOXeCTBEHHbIE
HONMMMOPQHBIE COCYABL. 3aKII0UeHNe: epMaTOCKOIIYe-
CKas KapTHHA COOTBETCTBYET KePAaTOTMYECKOI popMe ak-
TUHNYECKOTO KepaTo3a, BBISABIEHBI MPU3HAKY A3BEHHON

458

Puc. 5. [lepmatockonua NioCKOKNETOUHOrO paka KOxWM KOHuMKa
HOCa, OBasIloM 0603HaYeHbl Oerble TOUKYM 1 KpyTy

GbOpMBI IITIOCKOKZIETOYHOTO paKa KOXM KOHYMKA HOCa
Y KPACHOI KaIMbI HUKHEI I'yObL.

C nenbio BepuduKanyMy fUarHo3a malyeHTKe IpoBe-
IeHa 9KCL[M3NOHHA 61oICcust 06pasoBaHMs Ha HOCY, Kpac-
HOII KajiMbl HVYDKHel I'yObI M 04ara aKTMHMYECKOTO Kepa-
TO03a 71eBoil cKymoBoit obmactu B I'BY3 IIK «Ilepmcknmit
KpaeBOJl OHKOJIOTMYECKUI JVICIIaHCEP».

[TatoMopdornoruyeckoe  MccaefoBaHme  Ouomrara
ONyXONMM KOHYMKA HOCA: OMYXONMb IIpefiCTaB/ieHa aHa-
I/Ia3MPOBAHHBIMY  TJIOCKOIIMUTE/NMNAIbHBIMY  KOMILIEK-
caMu U TSDKaMu ¢ (GOpPMHUPOBaHMEM POTOBBIX SKEMUY-
xWH. OmyXoneBble KJIETKM — KPYIHBIe IONUMOPQHbIE
C T'MIIEPXPOMHBIMUM AipaMM M CBET/ION LUTOIIA3MOIA,
BCTPEYAIOTCA eIMHMYHbIe MUTO3bl. CTPOMa OTeYHas C BbI-
paskeHHOI MUMQOIIA3MOLUTAPHON MHQUIbTPALUEIL.
3axsmouenne: BbIcOKOnMddepeHIpOBaHHbI OPOroBeBa-
IOLIVIA TIJIOCKOK/IETOYHBI PaK KOXKI.

[Taromopdonornyeckoe  uccnefoBaHue  6uonrara
KPacHOJ KaliMbl HY>KHeII TyObl: SIMAEPMIC YTOMIIEH C 5B-
JIEHVAMU TUIIEp-, Tapa- U ANCKePaTo3a, HePaBHOMEPHbBIM
aKaHTO30M ¥ 9K30IIMTO30M. ATUIINYHBIE KePATMHOLMTHI
HAO/MIONAIOTCA MIOYTH 10 BCell TOMIMHE 9INePMaTbHOTO
miacra. Cy6anuepMaabHO — MaCCUBHBIN TMMQOTUCTUO-
IUTapHbIT MHQUIBTPAT. 3aK/II0UeHNe: 9PO3UBHO-A3BEH-
Has neiikonmakus. SIN II1.

[Taromopdonorndeckoe 1ccaefoBaHyue Ouomrara
oJara aKTHMHIYECKOTO KepaTosa /IeBOIl CKYI0BOII 06ma-
CTM: IIUIEPMUC C BBHIPA)KEHHBIM TMIEP- ¥ MapaKepaTo-
30M, TTAIMITIOMAaTO30M. B 6asaibHOM croe — eHUYHbIe
ATUINNYHBbIE KEPaTUMHOLUTbDI 663 IIpM3HAKOB MHBA3UN
B JepMy. B mepme - amacros, muMdorniasMonyTapHbIi
UHOUIBTPAT. 3aK/IO4YeHMe: AaKTMHUYECKMIT KepaTros,

KnnHnyeckme Ha6J'IIOLI,eHI/lﬂ
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KepaTroTudeckas Gopma, TUIepTpodIuecKmii TUCTONOTH-
yeckuit Tun KIN L.

BonbHOI ycTaHOBNIEH [MarHO3: INEPBUYHO-MHOXe-
CTBEHHBIII CMHXPOHHBIN BBICOKORU(PepeHINPOBaAHHBII
OpOrOBeBaIOI NI IJIOCKOK/IETOYHBIN PaK KOXXM, A3BE€HHBI
tun Konunka Hoca (TINOMO) 1 KpacHOI KailMbl HY>KHeI!
ry6sl (TINOMO). MHOXeCTBeHHBII aKTMHIIECKNUIT Kepa-
TO3, KepaToTndeckas Gpopma.

[TaguenTKe B COOTBETCTBUU C YCTAHOBJIEHHBIM JIMa-
THO30M C y9€TOM COMaTMYECKMX ¥ BO3PACTHBIX MIPOTHUBO-
TIOKa3aHNI IpoBeJieHa yueBass raMMa-Tepamnus OnyXonn
KOHYJMKa HOCA M KPacHON KaliMbl HYDKHeN IyObl ¢ Kypco-
BOIT 10303t 50 I'p U Hapy’kHas Tepamus 30H OOTyIeHMs —
anmaukanyuy 10% MeTuaypannioBoit Masbio 4 pasa B I€Hb.
bonpHasa HaxopMTCA Ha IUCIIAHCEPHOM y4eTe y OHKOJIOTa.

O6¢cyxpeHne

CoracHO MHOTOYNC/ICHHBIM MCC/IEOBAHMAM, BBI-
COKMe IoKasaTenu 3a00/1eBaeMOCTI aKTUHIYECKUM
KepaTo30M PerucTpupyoT y aui 70 et u crapiue [2,
3, 5, 6, 9], 4TO CONOCTAaBMMO C JaHHBIMIU aHaMHe3a
Hallell TalyMeHTKN (POCT U yBeIMYeHMe KOMNIecTBa
04aroB aKTMHIYECKOTO KepaTo3a B TeueHne 34 yer).

Y 6071bHOIT YCTaHOB/IEHDI (PaKTOPBI PIUCKA PA3BHU-
TUsI AKTMHMYECKOTO KepaTtosa: II poroTun Koxu mo
DuUTHIATPNKY, OTATOLIEHHDIN ITPOQeCCHOHATbHBII
U CONTHEYHBIIT aHaMHe3 (IIOCTOsIHHAsI paboTa Ha OT-
KPBITOM BO3[yXe — pabOTHMIA CeNbCKOXO35/ICTBEH-
HOTO TPYZa, GOTOIPOTEKUNIO B TeUeHUe KU3HU He
JICIIONIb30BaJIa), MIPU3HAKM XPOHMYECKOro (OTOIO-
BpeXJieHNs1 KOXN (Tpodudeckyie M3MEHEHNs KOXI,
aKTUMHWYEeCKUII 371acTos) [2, 3, 5-14].

PesynbTaThl KIMHUKO-MOPQONTOrMYECKUX NC-
ClefloBaHMII CBUJETENbCTBYIOT O BBICOKOI YacTOTe
TpaHchOpMaLMM aKTMHUYECKOTO Kepatosza B ITKP
y NMalMeHTOB C MHOXXECTBEHHBIMM KepaToMamu [2,
3, 6, 8, 17], 4TO mMOATBEP)KAETCS JAHHBIMI OCMOTPa
MallMeHTKU: Ha KOXKe /MIa MHOXXEeCTBEHHbIe O4aru
aKTMHUYECKOTO KepaTo3a, KIMHUYECKUM COOTBET-
CTByIOLVE Pa3sHBIM CTaJuAM 3BOMIOLUMU, — «IIOJIe
KaHIepusanum» (2, 4].

B HameM KIMHMYECKOM IIpMMepe AMArHo3 ak-
TUHIYECKOTO KepaTo3a yCTAaHOB/IEH Ha OCHOBaHUMU
mepMmarockonuy (IpUTEMATO3Hble OdYaru po30Ba-
TO-KPAcCHOTO I1BeTa C MAaCCMBHBIMH Yelllye-KOpKaMMu
Y MHO>KeCTBEHHBIMY M3BUTBIMI COCYaMI), BLICOKO-
YaCTOTHOTO Y/IbTPa3BYKOBOIO MCCIeOBaHuUA (31m-
IepMIC YTOJIIEH, 9XOT€HHOCTb yCU/IEHa, B Bepx-
HUX U CPEeJHUX OTHenax AepMbl BU3YaNU3UPYeTCs
TUIIO9XOTeHHas MOJI0ca — MPU3HAK aKTMHUYECKOTO
9/1acTO3a) ¥ MaTOMOP(]OIOrNIeCKOro MCCIenoBa-
HUs (3MMIEPMIUC C BBIPA)KEHHBIM TUIIEPKEPATO30M
U Iapakeparo3oM, MAMM/IIOMaTO30M, B 6a3ajbHOM
ClI0e — eMHUYHBIE aTUNNIHBIE KePAaTVHOLUTHI 6e3

VHBAa3WM B IepMY, CYOSIINIepMaIbHO — 9/1aCTO3, TVM-
domnasmonutapubii  uHOUABTpAT). llomydeHHBIE
HaMJ JAaHHBIE CBUJETENBCTBYIOT O eAMHO00pasnn
crrennPUYECKNX JIePMATOCKOIMYECKNX, YIbTPaco-
HorpadU4ecKUX ¥ IUCTOMOPGOMETPUYECKUX IpHU-
3HAKOB KEPaTOTMYeCKO (OPMBI aKTMHUYECKOTO
keparosa [1, 2, 8, 16, 17].

Y Haleif maIMeHTKM YCTaHOB/IEeHbI KJIMHIYeCKIe
CUMIITOMBI MaJIUTHU3ALNN aKTUHNYECKOTO KepaTo-
3a ¥ aKTMHMYECKOTO XeJ/INTa: HOsABJIeHNe OBICTPO
IIPOTPecCUPYIIUX 04aroB U3bA3BIEHNUA pasMepa-
Mu 6oree 1 cM, BBIPa)KeHHDBINI TUIIEpKepaTos, BOC-
majieHne ¥ UHQUIbTpALUA IOANEeXAINX TKaHel,
IIOBBINIEHHAsA KPOBOTOYMBOCTb ¥ OOJI€3HEHHOCTD,
COOTBETCTBYIOIME NAaHHBIM JUTEPATypsl [2-5, 10,
19].

CylecTBYIOT IPOTHBOpPEYMBbIe MHEHNSA O PUCKe
MaJIMTHU3AUMMN KIMHNYeCKUX POPM aKTUHIIECKOTO
kepato3sa. Tak, .M. Heerfordt u coasr. (2022) B cBO-
eM HCCIefloBaHUM [OKa3aau BBICOKMII PUCK 3/I0Ka-
4eCTBEHHO TpaHcHOpMaLy 04aroB aKTUHIYECKO-
ro Keparosa He3aBUCUMO OT uX TonmuHbel [20]. Ilo
NAHHBIM APYTUX aBTOPOB, TUINMYHBIN U KepaTOTH-
YeCKMI aKTMHUYECKMUI KepaTo3 CIy>XaT IpPesuKTO-
pamu ITKP [21]. CregyeT OTMETUTD, YTO Y TPETH IIa-
IMEHTOB C aKTMHUYECKUM KepaTo30M B COYeTaHUM
C AKTMHWYECKMM XEJMTOM HaOII0aeTcs BHICOKMIA
PMCK MaJUTHU3ALUYU CYLIeCTBYIOMIMX MaTOIOTMYe-
CKUX o4aroB [9-13, 16, 19], 4To KOppenupyer ¢ IO-
JTyYeHHBIMM TIaTOMOPQOIOTMYECKVMIU JJAHHBIMU
Haler 601bHOIL.

3070TBIM CTaHAApTOM B AuddepeHInanbHol
AVMArHOCTUKe ¥ BepuUKALMU [UATHO3A ABIACTCA
IUCTONOTMYECKOe UccIefnoBanue [1-5, 8].

B HameM KIMHMYECKOM HAOMIONEHMM AMATHO3
BBICOKOIU(PepeHIMPOBAHHOIO  OPOrOBeBalolIle-
ro IIKP koxxm KOHYMKa HOCa IOATBEpXJeH Ia-
TOMOP(OIOTMYECKNM MCCIeOBaHMeM Ouonrara:
OIyXOJ/Ib COCTOSA/Ia M3 aHAIIA3MPOBAHHBIX IITIOCKO-
SMUTENNANTbHBIX KOMIITIEKCOB U TSXKeH C «pOTOBBIMM
JKEMUY)KIHaMM», Oblyla BBIpa)kKeHa aTUINA K/IETOK,
Ha6/II0fja/INCh eMHUYHBIE MUTO3BIL, Cy0aInepMab-
HO — TyCTOI MMMQOIIa3MOIMTapHBI MHUIBTPAT.

M3BecTHO, 4TO aKTMHUYECKUIT XEI/INT XapaKTe-
pu3yeTcs BBICOKMM puckoM TpaHcdopmaryu B ITKP,
KOTOPOMY HEpefIKO IpefilIeCTBYeT JIeMKOIIaKu [2,
9-13, 17, 19]. B onncaHHOM KJIMHUYECKOM HpUMepe
[IpY TATOMOP(ONTOTNIeCKOM UCCTIeIOBAHNM OMOIITA-
Ta KPacHOJI KalIMBbl HVDKHelT T'y6bl BepuduiupoBaHa
3PO3UBHO-A3BeHHAA JIEMKOIIAKNA C TAXKeNOol Jyc-
ITasiuell (B sIyiepMIce TUIIepKepaTos, IapakepaTos3
U JVICKePaTo3, 9K30I[UTO3, aTUINMYHbIE KepaTHHO-
LUTBHI 1O BCEHl TONMIINMHE 3MNJEPMaTbHOTO I/IACTA,
B JiepMe — MACCHBHBIN IMMpOTUCTUOLUTAPHBIN

Cedosa T.I. AKTUHUUECKIIA KepaTtos — NpeanKTop Pa3BuTUA NepBUYHO-MHOXECTBEHHOIO CMHXPOHHOTO MITOCKOKNETOUYHOIO paka KOXMU: 459

onu1caHmne KIMHNYECKOro HabnoaeHnA



w

@ AnbMaHax KnuHuyecko meanumnbl. 2022; 50 (7): 455-461. doi: 10.18786/2072-0505-2022-50-054

UHQUIBTPAT), KOTOpas CBUJETENbCTBYeT O TPaHC-
dbopManVy B MHBAa3UBHYIO IJIOCKOKJIETOYHYIO Kap-
L/IHOMY.

ITogBomA UTOr BBHINIEM3TOKEHHOMY, Ha OCHOBA-
HIM TONTY4YEeHHBIX JAHHBIX HEMHBA3MBHBIX METOMOB
obcreoBaHNs ¥ HAaTOMOP(OTOIMYECKOTO MCCIIe-
TOBaHNA MalleHTKe YCTaHOBJIEH AUAarHo3 NepBuY-
HO-MHO)X€CTBEHHOTO CUHXPOHHOTO  BBICOKOAM(-
dbepenumpoBannoro oporosesatomiero [IKP koxwn,
sI3BeHHbI Tii KoH4YnKa Hoca (TINOMO) u kpacHoit
KaiiMbl HYDKHelT Ty6nl (T1INOMO). MHO>XecTBeHHbII
aKTUHMYECKUIT KepaTo3, KepaToTudeckas Gpopma.

3aknyeHune

IIpencTaBneHHOE KIMHMYECKOe HAOIIOfleHUE CBU-
[eTeNbCTBYeT O BO3MOXHOCTYM  MaJTUTHU3ALUN
MHO>XECTBEHHBIX O0YaroB aKTMHNYECKOIO Keparo-
3a B IIKP xoxm. YHMKanbHOCTb Ciydas 3aKilo-
JaeTCsl B eIMHOBPEMEHHOM I OBICTPOM PpasBUTUU

nepBuYHO-MHOXecTBeHHoro ITKP kxoxu m kpacHoix
KayIMbI HVKHeJI I'yObl Y MalMeHTKU C MHOTOJIETHUM
TeYyeHMeM aKTMHMYECKOIO Keparosa, OTATOLIEH-
HBIM IIPO(eCCHOHAIbHBIM ¥ CONHEYHBIM aHaMHe-
30M B COBOKYITHOCTU C TPUITEPHBIMU (HaKTOPAMIL.
Ob6paiaeM BHMMaHue: s Bepudukanum guarHo-
3a He0OXOIMMO MPOBOAUTH ITaTOMOPQOIOrnIecKoe
UCcCefoBaHue 6MoNTaTa KOXNU. B KadecTBe [OION-
HUTETbHBIX METOJOB HEMHBA3UBHON [MaTrHOCTUKMU
IIPYMMEHMMBI JIEPMAaTOCKONMA U BBICOKOYACTOTHOE
y/IbTPa3BYKOBO€ CKaHMpOBaHMe KOX1. ONMCaHHBIN
KJIVMHNYEeCKUIT IIpUMep yKasblBaeT Ha HeOOXOfu-
MOCTD TIJATEIBHOTO MO>KM3HEHHOTO JUCIIaHCEPHOTO
HaOMIOfeHNS IePMAaTOBEHEPONOraMy U OHKOJIOTaMIU
MalEHTOB C MHOXKECTBEHHBIMM O4YaraMyu aKTWHU-
4ecKOro Keparosa, Ha 00s3aTe/lbHOCTh Ha3HAYeHNs
JledeHNs] U IIPOBEHEeHNsT NPOPMIAKTUIECKUX Mep
B COOTBETCTBUM C MPOTOKOMAMMU KIMHMYECKUX pe-
KOMeHJaLuit. @

JononHutenbHasa nHpopmauusa

Cornacue nayueHTa

MaumeHTKa [OGPOBOMBHO nopnucana UHGOPMUPOBaH-
HOe cornacme Ha My6nvKaumio NepcoHanbHON MeAVLUMH-
cKo uHpopmaumn B obesnnueHHon Gopme B XKypHane
«ANbMaHax KNVHNYECKOM MEQVLIMHDI».
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Actinic keratosis as a predictor of primary multiple
synchronous squamous cell skin cancer: a clinical case

T.G. Sedova'

We present a clinical case of a primary multiple
synchronous highly differentiated keratinizing
squamous cell skin cancer in an 84-year old patient
with multiple actinic keratosis and actinic cheilitis.
The clinical case is unique for the simultaneous
development of primary multiple squamous cell
carcinoma of the tip of the nose and the vermil-
ion zone of the lower lip in a patient with a past
occupational and solar burden, a light phenotype,
and signs of chronic photo injury the skin. Clinical,
dermatoscopic and sonographic signs of keratotic
actinic keratosis were identified in the patient and
confirmed by pathomorphological examination.
The risk factors for malignant transformation of
actinic keratosis were found, such as multiple ef-
florescences and a long disease history. The malig-
nant transformation of the actinic areas manifest-
ed as rapidly progressive ulceration zones more
than 1 cm in diameter, pronounced hyperkerato-
sis, inflammation and infiltration of the underlying

tissues, increased bleeding and pain. It is to be
underlined that definitive and differential diag-
nosis requires pathomorphological assessment of
the skin biopsy sample. This clinical case indicates
that patients with multiple foci of actinic keratosis
should be under a lifelong follow-up by derma-
tovenereologists, with mandatory treatment and
prevention measure.

Key words: actinic keratosis, actinic cheilitis, squa-
mous cell carcinoma, clinical manifestation, diag-
nostics, risk factors
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