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DonnmuKyIApHBIN AUCKepaTo3 [Japbe

Ob30P

B.M. AgackeBuny™

YO «Brtebckuin rocynapCTBeHHbI MeANLIMHCKII YHUBEpCUTeT», Butebck, Pecnybnuka benapycb

AHHOTauuA

DonnuKkynapHbIn Anckepatos [lapbe (CHOHWMbI — 6one3Hb [lapbe, 6bonesHb [lapbe-Yalita) — peAKoe reHeTnyeckoe 3aboneBaHne C ayTOCOMHO-AOMU-
HaHTHbIM TUMOM HaC/IeJOBaHMsA, KOTOPOE OTHOCUTCA K rPYrne akaHTONMTUYECKNX ePMATO30B 1 XapaKTeprlyeTcs HapyLeHeM NpoLieccoB oporose-
HUA C NOPaXXeHNEM KOXK, HOTTel, CIN3NCTbIX 060104YeK MONOCTU pTa U reHnTanuii. bonesHb [lapbe Bbi3biBaeTcA MyTaumel B reHe ATP2A2. OTa MmyTauma
n3meHseT paboTy Hacoca SERCA2 1 nprBoAUT K HAPYLLIEHWIO TOMEOCTa3a KaslbLins B KePaTUHOLIMTaX N CHYPKEHMIO MEXKIIETOUHON agre3un. 3abonesaHune
npoABnAeTcA B Ce60peHbIX Y MHTEPTPUTMHO3HbIX 0611aCTAX KOPUYHEBATBIMU NaNyiamMu C KePaToTUYECKON NOBEPXHOCTbIO, KOTOPble MHOMAA CIMBAIOT-
Csl B MaLlepupoBaHHble 6AIsLWKW. TUMUYHbIE N3MEHEHMS HOTTel BKITIOUAIOT KpacHble 1 6enble MPoAosbHble MOOCh], 3akaHumBaoLwmecs V-06pasHbiMm
BbleMKaMy Ha CBOOOAHOM Kpae HOrTeBbIX MAACTUH. KnuHnueckummn BapraHtamm 6onesHn [lapbe ABnsaioTca 6ynnesHblil, reMopparnyeckumin, KomegoHo-
Bbl1 U1 JIHEHO-CEerMeHTapHbIN TUMbI, a TakXKe 6opofaBYaThiii akpokepaTos. bonesHb [lapbe YacTo CBA3aHa C HEPBHO-MCUXUYECKMI PACCTPONCTBAMU.
0O60CTpeHMe MOXET BbI3blBaTbCA CyneprHdeKUren 30/10TUCTOrO CTaGUIIOKOKKA MU BUPYCOM NPOCTOro reprieca. Mmcronorna npu 6onesHn Oapbe
XapaKTepusyeTcA BblpaXeHHbIM AUCKepaTo30M. 1A MeCTHOM Tepanumn MPUMEHAIOTCA KepaTouThyeckne CpefcTBa, aHTMcenTnyeckaa obpaboTka,
MeCTHble KopTuKocTepouapl. Cpeau Apyrix MeToLoB NieueHns Hambonee 3GpdeKTUBHbI CUCTEMHbIE peTrHOMAbI. AGNALMOHHbIE METOAbI (Hepmabpasms,
CO,-nasep, Er:-YAG-na3ep) 3dpeKTBHbI Ha OrpaHNYEHHbIX yYacTKax.

KnioueBble cnoBa: GonnvkynsapHbii auckepatos, 6onesHb [lapbe, natoreHes, KNWHKKa, AMarHoCTUKa, Tepanms
Ana yntnposanua: Agackesiny B.MN. QonnvkynapHbii guckepatos [apbe. Consilium Medicum. 2022;24(8):497-503. DOI:10.26442/20751753.2022.8.201830
© 000 «KOHCUINNYM MEONKYM>», 2022 T.

REVIEW

Darier's follicular dyskeratosis

Uladzimir P. Adaskevich™
Vitebsk State Medical University, Vitebsk, Republic Belarus

Absctract

Darier's follicular dyskeratosis (synonym: Darier’s disease, Darier-White's disease) is a rare genetic disease with an autosomal dominant type of
inheritance, which belongs to the group of acantholytic dermatoses and is characterized by a violation of keratinization processes with lesions of
the skin, nails, mucous membranes of the oral cavity and genitals. Darier’s disease is caused by a mutation in the ATP2A2 gene. This disrupts the
operation of the SERCA2 pump and leads to a violation of calcium homeostasis in keratinocytes and a decrease in intercellular adhesion. Darier’s
disease is manifested by brownish papules in seborrheic and intertriginal areas with a keratotic surface, which can merge into macerated plaques.
Typical nail changes in Darier’s disease include red and white longitudinal stripes ending in V-shaped notches on the free edge of the nail plates. Warty
acrokeratosis, as well as bullous, hemorrhagic, comedonic and linear-segmental types are clinical variants of Darier’s disease. Darier’s disease is often
associated with neuropsychiatric disorders. Exacerbation may be caused by superinfection with Staphylococcus aureus or by herpes simplex virus.
Histology in Dariere’s disease is characterized by pronounced dyskeratosis. For local therapy, keratolytic agents are important, as well as antiseptic
treatment to avoid superinfection. In addition, local corticosteroids are used. Among the systemic methods of treatment, the systemic retinoids are
the most effective. Ablative methods of treatment (dermabrasion, CO, laser, Er:YAG laser) are effective in limited areas.

Keywords: follicular dyskeratosis, Darier’s disease, pathogenesis, clinic, diagnosis, therapy
For citation: Adaskevich UP. Darier's follicular dyskeratosis. Consilium Medicum. 2022;24(8):497-503. DOI:10.26442/20751753.2022.8.201830

OJUIUKY/APHBIL ayckeparos Japbe — O (cvHOHMMBI —

6omesusp [lapbe, QOMIMKY/LIPHbLI Bere TUPYIOLINIL VICKe-
paros, 6onesup Jappe-YaiiTa) — pekoe reHeTu4eckoe 3abo-
JleBaHMe C ayTOCOMHO-TOMIHAHTHBIM TUIIOM HAac/IefOBaHMNA,
OTHOCsIeecs K IPYIIIe aKaHTOMUTUYECKNX JEPMATO30B, KOTO-
poe XxapaKTepusyeTcsl HapylleHeM IIPOLIeCCOB OPOTOBEHMs U
IIPOTEKaeT C HOpaKeHyeM KOXKI, HOTTell, CIM3UCTBIX 000/104eK
[IO/IOCTYL pTa U TeHuTammi [1].

IlepBble nMTEpaTypHble YIOMMHAHUS O HAHHOM 3abore-
BaHMY fFatupyoTcs 1889 r. u npuHamexar QpaHIy3CKOMY
nepmarornory Ferdinand-Jean Darier u npocdeccopy xadenpsr
mepmatonoruy lapBapackoro yHusepcutera James C. White,
KOTOpBIe HE3aBMCUMO APYT OT ApPYra OIMCAIM CBOU Hab0Oxe-
HUA cTydaeB QOIMKYIAPHOTO AMCcKepaTosa [1,2].

nuaemuonornsa

Yacrtora BcTpedyaemoct O cocrasmsger or 1:100 Thic.
(Janwst) mo 1:30 toic. (IloTmaHpgus), pacoBbIX U TeHAEPHBIX
pasmunit He HabmogaeTcst. Havano 3aboneBanus B 60/IbIINH-

cTBe crry4daes (70%) mpuxoanuTCcs Ha BO3pacT 6-20 JIeT ¢ MMKOM
B IIepMOf, TOJIOBOTO co3peBaHus (11-15 jieT), ofHAKO MaIieH-
ThI HaO/TIOZIA/INCh Y)Ke B Bo3pacTe 4 1 gaxe B 70 ntet [2].

MatoreHes

@I HachmemyeTcs IO ayTOCOMHO-JIOMMHAHTHOMY THUIIY C
[IO/IHBIM [IPOHMKHOBEHMEM W BapuaOelbHOI 3KCIIpecceil.
CrioHTaHHbIE MY TaLM! 3aPETYCTPUPOBAHBI ¥ 68% 0bCIenoBaH-
HBIX MalueHToB [3]. 3aboneBaHue BbHI3HIBAETCS ATOT€HHBIMU
MyTanuAMu B reHe ATP2A2, Ha CeTONHALIHMI JIeHb 3aperyc-
TpupoBaHo Oonee 350 pasmMuHbIX MyTauuit [4, 5]. Ten Koaupy-
eT usogpopmy 2 kanbiueBoii ATDaspl capKOIIa3MaTNIeCcKOro
u sHpomIasMaTudeckoro perukyayma (SERCA2). ®epmeHT
TPAHCIIOPTUPYeT Ka/bIMil Yepe3 MeMOpaHy STUX CTPYKTyp B
IIPOCBET 3HIOIA3MATIYECKOTO PETHUKYTyMa, TeM CaMBIM IIOf-
[eprKuBasi HU3KIE YPOBHM LIMTO30/IbHOTO KanbIys [6]. Dxcre-
PUMeHTa/IbHbIE VICCTIETOBAHMS [TOKa3alu, 4TO OOKMpOBaHMe
HacocoB SERCA ¢ moMoIIpi0 TallCurapriHa HapyllaeT pasBU-
Tye ¥ QPYHKIMIO ECMOCOM U IVIOTHBIX KOHTAKTOB [7]. ITpy aTom

NHdopmauus 06 aBTope / Information about the author
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Puc. 1. Knaccuueckas ¢popma 6onesHu flapbe.

HapyIIaeTCsl afire3usi COCEHMX CympabasaJbHBIX KePaTHHO-
LIMTOB, TUCTONOTMYECKY XapaKTepusyeMasi KaK aKaHTO/INU3, YTO
[IPVMBOINUT K QHOMKIICY (3alpOrpaMMupOBaHHast IU6eNb KIeTOK,
TIOfTHAII ATIOIITO32), KOTOPBII BHISBIBAET AVCKEPATO3HI [6)].

Xapakrep IOpaXeHMs1 M KIVHWIECKNe MTPOsIBIeHNs (oes-
HJ Y PasHBIX JIOfEN CUIBHO OTIMYAITCA. 3a UCKIIOYEHVEM
aCCOLMMPOBAHHBIX HEMPOICUXUATPUIECKUX PACCTPOIICTB [8],
[I0-BUMMOMY, OTCYTCTBYET KOPPENALMs MEXAY TeHOTUIIOM
u peHoTunoM, TeM 6ojee YTO KIMHUYIECKAS TSHKECTD MOXKET
CHJIBHO BapbUPOBATh HaXKe B IIPEeNax CeMbM, UMEIOLEll OfHY
U TY e MyTaumio [5].

KnuHuka

TuUnuyHbIMKM O6/TACTAMYU TOPAKEHMST KOXM IPU KIaCCh-
veckoit popme PIJII sBrsAOTCI «CceGOpEHbIE 30HBI»: JIULIO
(106, HOCOTYOHBIE CK/TafiKN), BOMOCYUCTAsI YaCTh TOTOBBI, YII-
Hble PaKOBVMHBI J OKOJIOYIIHbIe 00/IacTH, Iues, TPYAb, CIIMHA
(puc. 1). Taxxe HepefKo HAaOMIONAIOTCA BBICHIIAHNUA B KPYI-
HBIX CK/Iafikax (MOIMBIIIEYHblE OOMACTM, MAXOBBIE CKIIAIKM,
006/IaCTH IO, MOJIOYHBIMM JKeJIe3aMI Y >KEeHIUH). BoIcbImanms
MIPefCTABIAIT COO0II MHOXECTBEHHbBIE IUIOTHbIE TUIIepKepa-
TOTUYECKIE IAIy/bl O/IefHO-PO30BOr0, HEXEBOTO MM Kell-
TOBATO-KOPMYHEBOTO L{BETA C «CA/IBHBIM» O/1€eCKOM, 2—-4 MM B
IyaMeTpe, UMEIOIIVe TeHACHINIO K Ja/IbHeIIeMy CIUSHAIO B
Omamky, runeprpodyn (manuanoMarosy). XoTa 3To 3aborne-
BaHJe HasbIBAIOT (QOJUIMKY/IAPHBIM JUCKEPaTO30M, HA CAaMOM
Here mopaxkaercs: 1 MeXO/UNKY/spHast Koxa. Ha Tymosuiue
IaITy/Ibl MOTYT C/IMBATHCA B OOJIbIIVE OYary, a B MHTEPTPUTH-
HO3HBIX 00/1acTAX — B MallepMpOBaHHbIe TUIEPTPOUIecKIe
Bereranymy (puc. 2). IlauiMeHTsI CTpafaloT OT 3yAa, HOKEHUA U
6omu. ITpy mopa>keHUM MHTEPTPUTMHOSHBIX YYaCTKOB OT Tea
YacTO MICXOGUT HENPUATHBIN, 3aTX/IbIiA 3aI1aX, KOTOPBI MOXET
MIPUBECTY K COLMANBHOM M30/IALIUN.

ITpu BOB/IEYEHNM B TIPOLECC NAfIOHEN U IOJONIB MOTYT Ha-
O/II07jaTbCsl MHOXKECTBEHHBIE YIUIOIeHHbIE [AIly/Ibl MJIY TOYed-
Hble BAasenns (puc. 3).

IMopa)keHre HOITel MOXKET XapaKTepPU30BaThCsI IUHIOTPOdM-
eii (IIOBBILIEHHOII XPYIIKOCTBIO), 00pa3oBaH1eM OefIbIX 1 PO30-
BBIX IIPOO/IBHBIX IIO/IOC, IIPOJOIBHBIX TPELUMH ¢ V-00pasHbIM
medexToM cBOOOTHOrO Kpas HOrTA. UepefoBaHMe KpacHBIX U
6eyIbIX MPOJIO/IBHBIX IIOJIOC, YaCTO € V-00pa3HOIl BbIEMKON Ha
CBOOOJIHOM Kpae HOI'TS, SIB/ISIETCS HarbojIee aTOrHOMOHMYHBIM
TpusHaKoM nopakeHns Horreit npy O, AHamornyHble M3Me-
HEHI: Ha PyKaX MOTYT BCTPEYaTbCs U Ha HOTAX, XOTA I pexe.

BoBrneyeHne CIUM3UCTBIX 000/I04eK MOMTOCTY PTa U TeHUTa-
nmit Habmonaetcs y 20-40% maruentos ¢ PIIII, oHo mpencTas-
nsieT cob0ll pO30BBIE, PeXKe KOPUYHEBATbIE TBEP/ble IAIY/IbI
¢ 6emecoBaTbIM HA/leTOM ¥ BAaBJIEHUEM B LIeHTpe, 1-2 MM B
AMameTpe, KOTOpble MOTIYT PACIIOIaraTbCsl MO TUITY Gy/IBDKHOIM
MOCTOBOII MM B JOPMe CETKM, @ TAKXKe CAMBATHCS B OIAIIKI
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Puc. 2. BeppyKo3Hble BbiCbiNaHUA B MeXXbArofgn4Hol obnacrtu.

Puc. 3. MHOXecTBeHHbIe nanynbl B 0651acT NoAoLWBbI.

L assrisivin

AAAAAA

Puc. 4. CnnBHble Nnanynbl B NaxoBoi 061acTv y naumneHTa
c 6onesHbio flapbe.

(puc. 4). Ha s13pIKe BO3MOXXHa HepaBHOMEpHasl IMIIEPIUIA3Ns
COCOYKOB.

PasnmuyaroT Kmaccudyeckyio (C MOpaXkeHMeM TUIMYHBIX
obJacTelt MMM TeHepaIU30BaHHYIO), IMHEIHYI0 (cerMeHTap-
HYIO) ¥ JIOKa/TM30BaHHYI0 GopMbI 3aboneBanus (puc. 5). B 3a-
BUCHMOCTH OT XapaKTepa BBICBIIIAHWII BBIAE/LIIOT TUIUIHYIO
(B Buzme mamyr), 60pOfaBYaATYIO, Be3UKY/I0-0y/IIe3Hy0, KOMe-
HoHOByI0 u fpyrue (6onmee penkue) popmbr I JIuneitHas/
cerMeHTapHas1 6one3Hp Jlapbe cnegyer mo mmHmsAM bramko
(puc. 6) u mpexcraBisieT co00/l eHETUYECKUIT MO3AULIM3M.
OO6BIYHO 3TO CETMEHTAPHBII MO3anLu3M 1-ro tumna (reteposnu-
TOTHOCTb /I TOCT3UTOTUYECKOI My Tauuu de novo), HO TaKxe
€O0O6IAIOCh O CTyYasiX CETMEHTapPHOTO MO3anu3Ma 2-ro TUIIa
(rOMO3UTOTHOCTD W/IV FeMU3UTOTHOCTD BHYTPY CETMEHTA C Te-
TEpPO3UTOTHOCTBIO B OCTaNbHOM wactu tena) [9-13]. ITocrmen-

CONSILIUM MEDICUM. 2022;24(8):497-503.



https://doi.org/10.26442/20751753.2022.8.201830

REVIEW

Puc. 5. leHepanusoBaHHasa ¢popma ponnnkynapHoro
AncKepaTosa.

Puc. 6. CermeHTapHblii BapuaHT 605e3Hu [lapbe No NINHUAM
Bnawko.

HMIT XapaKTepU3yeTcs: HeOObIYHO TSKE/IBIMU IPOSIBIICHUSAMM B
HOPaKEHHOM CerMeHTe, KOTOpble HAaK/IabIBAIOTCS Ha 06Imil
muddysHbt deHOTUI. MONEKYIAPHO-TEHETUYECKIE TOKa-
3aTe/IbCTBA MPENCTABIEHDL A1 000UX BapMAHTOB MO3AVIVI3-
Ma [11, 12]. IIpu 6ymnesnoit popme 3ab0/eBaHMsT BE3UKYIIBL U
BOJIIBIPY 9aCTO BO3HMKAIOT 13-32 OTOOTHENEHNS U TUXOPaji-
KU, TIIPU TUCTONIOTMYECKOM MCCIEROBAHMM OOHAPYKMBAIOTCA
BHYTpUSIIMfiepMaibHble TpemmHsl [14]. Temopparmdeckas
(I)OpMa OT/INYACTCA HOBerHOCTHI)IMI/I KPOBOI/ISHI/IHHI/IHMI/I B
aKpaIbHBIX 00/1acTsX, BBI3BAaHHBIMU MEXaHUIECKUM BO3JENi-
ctBueM [15]. O4eHb pefKo Bo3HMKaeT BapuaHT Gonesuu Jappe
C BBICTYIAIOLIVMY KOMeTOHAMII, BCEIa MTOPKAOIMIL JIALIO,
HO MHOrga n npyr]/[e 06HaCTI/I. TI/IHI/I‘—IHI)IC KepaTOTI/I‘—IeCKI/Ie IIa-
IIy/IbL M1 {PYTHE KIMHNYECKIe IPU3HAKY T€HOLepMaTo3a B 9TUX
CIy4Yasix He BCeIZia IPUCYTCTBYIOT [16].

CONSILIUM MEDICUM. 2022;24(8):497-503.

Ta6bnuuya 1. KnuHnyeckas KapTnHa 6onesHu flapbe

KnuHnyeckue

MposBneHuns
NpU3HaKN

*KnpHble, runepkepaToTMyecKkme KOpUYHEBO-XKeNTble
nany’ibl

BroaBneHus Ha NafgoHsX, NoJoLBax

lemopparuueckue naTHa

Kepato3 akpanbHbix obnacrei

XpynKocTb HorTew

Koxa n cnusmncrble

V-06pa3Hbliii aedeKT Ha CBOOGOAHOM Kpae HOrTs
obonouku

BocnpumnmumBocTb K MPocTomy reprecy, rHOMHbIM
(30M10TUCTBIN CTadDUNOKOKK) N AePMATOPUTHBIM
nHbeKLmam

XpYnKoCTb KOXW C 60Ne3HEHHbIMY 3PO3UAMU

Benbie nanynbl B NuweBoae, BysibBe N I'IpFlMOVI
KuLke

nel;lKO,Elele/NeCKI/Ie NATHa

BynbIXXHbIN B CNN3NCTOR 060M0UKM

Bernble nanynbl ¢ LeHTPanbHbIM BAABNEHNEM Ha
TBEPAOM Hebe

KpynHble y3noBble 1 60poaaByaTbie GNALKM Ha AeCHE,
CNM3NCTON 06OSIOUKE MONOCTY PTa U A3bIKEe

[posBneHna Ha
CIU3KCTON NONOCTN
pra MepupyKTanbHbli Grb6po3

KaMHW B CNIIOHHBIX npoToOKax

CuangeHut

HenpuATtHbIN 3anax

OulyLieHmne xXeHuna

I'IanvmnﬂpHaﬂ Heb6Has rmnepnnasuna

Mepudepuryeckrie NOMyTHEHUA POroBULbI

ToyeuHbIn fedeKT INMTeNnnsa poroBuLbl

Cy6anuTenuanbHas MHGUNLTPaLMA POroBrLibl

MN3bA3BneHna porosunbl

CBeT06053Hb

dopmupoBaHue NaHHyca

Odranbmonoruyec-
Kie MpOosiBieHns

KepaT03 KOHBIOHKTUBbI

KpOBOI‘IOATeKI/I n Cy6KOH'bIOHKTVIBaJ1beIe
KPOBOU3NNAHNA

OTcnowka ceTyaTkn

MMrMeHTHbIN peTUHNT

basanbHo-kneTouHasa KapuyMHOMa

KatapakTa

onuckneput

McrxoHeBpoIorMyecKmne paccTponcTea (anunencus
1 adpdeKTUBHbIE PacCTPONCTBA)

HapyLueHna mouenonosoii cuctemMbl (MONNKNCTO3
noyek, rmrnonnasus roHag, areHes rnoyek n snyek)

rme nopaxeHus
Apy P [MHekomacTua

AHemna QaHKOHN

3110KkayecTBeHHOE HOBOOGPA30BaHNE BHYTPEHHNX
opraHoB

Ocoboit dpopmoit 3a60meBaHms CYUTAETCS GOPOABYATDII
akpokeparos (6omesup Xomda). B atom cnydae ¢ rpygHOro
BO3pacTa B 06/1acTH THUIbHBIX TIOBEPXHOCTEN KUCTEN U CTOIl,
JIOKTelt, KOJIEHEell M MpeNIUIEYNil HOSBIATCE 60pofaByaTbie
TUIIepKepaTOTUYeCcKye Mamyssl TelecHoro 1seta. Hepenko Ha-
G/II0{AIOTCST U3MEHEHUsT HOTTEl, TaKue JKe, KakK Ipyu 6oe3Hu
Japbe. AKaHTONUTUYECKUIA TUIIEPKEPATO3 B TUCTOIOTUIECKOI
KapTyHe 1 YacTas acconmanys ¢ 6onesHpio [lapbe yKa3bIBaOT
Ha TO, YTO peyb ULET O paHHell GOopMe IPOSBIEHNUS OFHOTO U
TOTO e 3a60/IeBaHUSL.

Coob1anocs o cny4asx accounannu 6omesunu JJapbe ¢ mIcu-
XOHEBPOJIOIMYECKUMI HApYLIEHMsAMM (3IIMIETCHst, musod-
peHusi, 6bumnonspHoe paccTpoiictBo) [17], mopaxeHueM Ias
(n3meHeHust porosurier) [18] u cIrOHHBIX XKerte3 (0OCTPYKIMS
mpoTokoB) [19].

IIcuxoHeBpomorndeckye 3a60/IeBaHNs Jallie BCTPEYAIOTCS y
naryentos ¢ O[], yem B 061ieit momysiuym [20,21]; oueBugHO,
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Puc. 7. QonnuKynsapHbiit AUCKepaTo3, 0C/I0KHEHHDbIN repneTn-
dopmHoii 3ksemoin Kanown.

CYILIeCTBYeT CBA3b C MYTalMAMU «IoTepyu GyHKUmm» [22].
JJaHHbIe HIBEJCKOrO HALMOHAJIBHOTO peecTpa IOKasaau, YTo
PUCK YMCTBEHHOJ OTCTA/JIOCT YBEIMYMBAETCSA B 6 pas, PUCK
OuIoIpHOrO paccTpoiictBa — B 4,3 pasa, a puck mmsod-
peHuu — B 2,3 pasa y HaiueHToB ¢ 6omesHbio [Japbe [23, 24].
/3 100 mocrpanasumx B Bemukobpuranum y 50% pasBumoch
NICUXMYIECKOE PACCTPOIICTBO B TeYEHNE XU3HNU, y 30% pasBu-
7ach TsKenmas pempeccus, 31% cooOmmim o CynIuganbHBIX
MBICIISIX, ¥ 4% 6BLIO OUIIOAPHOE PACCTPOICTBO U Y 3% — 3mu-
nencus [8,20,25-29].

Teuenne 6omesHu B OONBIINHCTBE CIIy4aeB HOCUT Hempe-
PBIBHBI IIPOTPECCUPYIOLINIT XapaKTep C Iepuopgamu o06oc-
TPEHUs U HEeNONMHOM peMuccun. JKapKuil 1 BAaKHBII KNIMMaT,
MIOBBILIEHHOE NTOTOOT/ENIEHNE, BO3/IENICTBME IIPAMbIX COTHEY-
HBIX JTy4eil, MeXaHI4ecKas TpaBMa KO>KHBIX IOKPOBOB, IIPMeM
MIpeapaToB JIUTUA MOTYT IPUBOAUTH K 0060CTpeHMIo 3ab60e-
BaHNs. B HEKOTOPBIX CTyYasx 060CTpeHIe CUMIITOMOB Hab/II0-
HaeTcsl B IpeIMeHCTPyaIbHblil tepyof. OmmucaHo obocTpeHe
6omnesun [Mapoe nocre Bakuuuanyu or COVID-19 [30]. [nas-
HBIM BO3MOXXHBIM OC/IOXHeHMeM OonesHn Jlapbe sBIIAETCA
[IpUCOeMHEHNe BTOPUYHOIN GaKTepuaabHON, BUPYCHON WIIN
rpubKoBOI MH(EKIVI, BO3HNKAIOLIEe KaK CIefCTBIE HapyIle-
HIS €CTECTBEHHOTO Gapbepa KOXHBIX TOKPOBOB. OfHO 13 ce-
Pbe3HBIX OCTIOKHEHUIT — CYyHepUHQEKIUsA BUPYCOM IIPOCTOTO
reprieca, KOTopas MOXET CTaTh OIIACHOM /I SKM3HM U IPOSB-
JIATBCSA 110 THUIY repreTudopMHoil sk3emMbl Kamoum (puc. 7).
B Hamieil mpaxkTuKe y OZHOI HMALMEHTKM C (OUIMKYIAPHBIM
AVCKepaTO30M HalMofanack KpycTosHas decotka (puc. 8).
CyneprHdeKumu MOIyT NPMUBECTM K Pe3KOMY YXY/LIEHUIO
K/IMHIYECKOTO CTATyCa; MX HEOOXOAVMMO BBLABIIATD HA PaHHEN
CTaguM M JIeYUTb CUCTeMHBIMHU IpenapaTamu. KnmHmueckue
manndecranyy GOUMKYISIPHOrO HUCKEPATO3a IPefCTaBIe-
HBI B Ta0mI. 1.

XoTs1 co06Ianoch O APYrMX OCTOXHEHMSAX, CBA3aHHBIX C
OITyXOJIEBBIMM TTOPAKEHVAMM, TAKMMU KaK IJIOCKOK/IeTOYHAA
KapLMHOMa, 3710Ka4eCTBEHHbIe MeTaHOMBI I SINJIepPMON/HbIE
KIUCTBI, CBA3b MeXXy oHkoreHesoM u OJI]1 ocraeTcs HeACHOIL.
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Puc. 8. KpycTo3Has yecoTKa y naumneHTKu ¢ 6onesHbio lapbe.

. B

AunarHoctuka n gudpepeHumnanbHbIN gNarHo3

Juarnos @[] ycraHaBIMBaeTCsA Ha OCHOBAHMY Xajo00 Ia-
I[IeHTa, CEMEHOTO aHaMHe3a, XapaKTepPHON KIMHMYECKOI
KapTuHbI 3a00/IeBaHNsI, JAaHHBIX [MCTOIOTMYECKOTO MCCIeRo-
BaHuA (6uoncyy Koxu). 11 maToMopdonorndeckoit KapTHUHLI
@]l xapaKTepHO Ha/IM4Me M3MEHEHUIT B IIMIIOBATOM M 3ep-
HICTOM C/IO€ SIMIepMUCA: JMCKepaTo3 («OKPYI/ble Telbliar,
«KJIeTKM-3€pHa» ), aKaHTO/IM3 C 00pa3oBaHMeM JIaKyH, a TakoKe
IUIEePKePATO3, aKAHTO3, IMAMW/UIOMaTo3. Ecim KimHudeckue u
TUCTO/IOTMYECKUE JaHHble OJHO3HAYHBI, MOJIEKY/ISIPHO-TeHe-
TUYeCKasi JUATHOCTHKA He TpebyeTcs.

Imcronormsa. B Ouoncuu KoOXiy BBLAB/SETCSH aKaHTOMUTH-
YeCKUi1 OMCKepaTo3 U «KPYIJIble Te/blia» (KPyIHbIe KepaTu-
HOLIMTBI C TEMHBIM SIPOM, OKPY)KEHHBIM CBET/IBIM 000KOM).
AxanTomms (moTepsi SMMAEPMAJIbHBIX CIaeK) U FUCKEepaTos3
(maromornveckoe MpeXXieBpeMeHHOEe OPOTOBEHNE) SIB/ISIOTCS
aByMmsi ocHoBHbIMU npuaHakamu O] [2]. AkanTomus dacto
HPUBOAUT K 0OPa30BaHMIO XapaKTePHbBIX Hafba3albHBIX Iie-
neit (maxyn). Hiokenexamye fepManbHble COCOYKM, HOKPHI-
Thle OFHUM C10eM snuTenus (6a3anbHbI C/I0IT), BHICTYIAIOT
B 9TH Ie/M ¥ 00pasylT BOPCUHYATBIE CTPYKTYPHI. Bonbluas
KepaTMHOBasl IPOOKa, YaCTO C OYATOBBIM [APAKEPATO30M, I10-
KpbIBaeT KaXK/[blit ouar nopaxeHus. Takke 4acTo BCTpedaeTcs
runepkeparos. IIpucyTCTBYIOT ABa TUIA AMCKEPATOTUYECKUX
KJIETOK: KOPITyCHBIe U 3epHUCTble. KopmycHble cTep)HM pac-
HOJIATAIOTCS IPEUMYIECTBEHHO B INMIIOBATOM U 3€PHUCTOM
cnosx. KopiycHble poH/ibI XapaKTepy3yOTCsl HellpaBI/IbHBIM

CONSILIUM MEDICUM. 2022;24(8):497-503.
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Ta6nuua 2. AndPpepeHunanbHaa anarHoctuka O n 6onesHn Xennu-Xeinm (My>kepo-Xeiinn-Xeinnu)

MpusHakn oan BonesHb Xennu-Xeinu

[eHeTnyecKkme faHHble leH ATP2A2 obHapy»eH Ha xpomocome 12¢23-24 len ATP2C1 pacnonoxeH Ha xpomocome 3g21-24

Mposouupytowme Kapa, notnneoctb, YP-nsnyueHve, BTOpnYHbIe

PoBOLMpyto Y®-o06nyyeHune, uHpeKLMM NPoCToro repreca P Y P

dakTopbl nHdeKummn

Hauano B ocHoBHOM B Bo3pacTe 10-20 net MoppocTKoBbIV BO3pacT

KnvHmecKme YKvpHble runepkepaToTMyeckre nanysnbl u/unu 6opofaByatble GAALIKY, Tpynnbl MenKux BAMbIX BE3VKYS, CHauana ¢ npo3pau-

0COBEHHOCTH NafoHHO-NOAOLWBEHHbIE B Ce60peiiHbIX 0611acTAX; NaAOHHO-NOAOLIBEHHbIE HbIM COZIEP>KMMbIM, MyTHEIOLLMX Ha HOPManbHOW
BAABNEHWA N XapaKTepHble aHOMauy HorTei WSIN SPUTEMATO3HON KOXe

TunnyHas CebopeliHble yyacTKy TyN0BULIA, ML, TAAOHHO-MOAOLBEHHbIE BAaBneHus |  Les, nogmblweyHble BNaauHbl, naxosas obnactb,

nokanusauua 1 XapaKTepHble aHOMaNnn HorTew VNHTEPTPUrMHO3HbIE yYacTKN

Cnusmctble 060104KN Ha B poTtoBow nonoctun HeT

Hortn MpoponbHble BbICTYMbI, KpacHble 1 6enble NnHUK 1 V-06pa3sHble BbleMKU Pexe

3yn MoeT BO3HUKHYTb Pexe

lcTonatonorua MpeobnapaeT anckepaTtos JloMuHMpoBaHVe akaHToNM3a

SKCLIEHTPUYHBIM, & MHOITA U IMKHOTUYECKUM SAPOM, YeTKUM
HEePUHYK/I€APHBIM OPEOIOM M SIPKOI 303MHOPUIBHOI LIUTO-
I1a3MoJ1. 3epHa GOIbIIell YaCThI0 PACIIONaralTCs B POrOBOM
CTI0€ M COCTOAT M3 OBAa/IbHBIX K/IETOK C Y//IMHEHHBIMI CUTAPO-
BUJHBIMM SAPaMU M OOM/IbHBIMY KePaTOTMa M HOBBIMM IPaHY-
nmamMu. JIarHocTidecKue IMCTONOTMYecKue M3MeHEeHNA 4acTo
HOCAT OYaroBblil XapaKTep, YTO TPpebyeT TIIATEeTbHOTO IOUCKA.

Iuddepenunanpusiit suarnos OIJI BKmodaeT cebOpeiHbLi
fepMaTuT, 607e3Hb IpoBepa, JOOPOKAIECTBEHHYIO CEMENHYI0
myspipyaTKy Iy>xkepo-Xeitnu-Xeiinym, NUCTOBUIHYIO ITy3bIp-
qaTky. Juddepennmanusa 6onesnn Xeitmu-Xeitmu ot OIJT
MOXeT ObITh KJIVHWYECK!U CIIOKHOI 3ajaueif, IOCKOIbKY II0-
CTIe[HAA MOXKET IPOSBIIATD aHA/IOTMYHbIE CUMIITOMBI B MHTEP-
TPUTMHO3HBIX 06/macTsax (Tabm. 2).

Tepanusa

Jleyenne @IJ] BKIIOYAET CUCTEMHYIO TEPAIMUIO C UCIIONb-
30BaHMEM PETHHOMAOB (M30TPETMHOMH, ALUTPETHH), MECT-
Hoe jledeHMe (TONMYECKNE KOPTMKOCTEPOU[bI, PETMHOMIBL,
KOMOMHMpOBaHHbBIE KPEMbl ¥ Ma3W, MECTHbIe aHTVCeNITUKI,
3MOJIEHTBI, CONHI[e3aIYITHbIE CPENICTBA) U UCIIO/Ib30BAHNE XN-
PYPIMYeCKIX/KOCMETONIOIMYeCKMX MeTOfIOB (J1asepoTepanis,
mepMabpasus) [2].

dyHpaMeHTanpHas [pobeMa MECTHOIO JIEYeHNUS 3aKIio-
YaeTCA B TOM, YTO UL MOJMYYEHNs YCTOMYMBBIX Pe3y/IbTaToOB
HoTpebyeTcs JUIMTENIbHOE MCIOIb30BaHME JIEKapCTBEHHBIX
CPEJCTB, HO B [Ie/ICTBUTEIBHOCTI MX IIPUMEHeHMe Ha 6onbline
YIacTKV HOpaKeHMs OrPaHMYEHO BC/IECTBYE IOBBILICHHON
abcopO1My, @ HEKOTOPble MECTHBIE IIPeNapaThl MOTYT BbI3BATDH
pasgpaxenue [2].

JledyeHye KepaTONMMTWYECKMMM M AHTUCENITHYECKMMU IIpe-
IapaTaMy MECTHOTO [eICTBUSA B COYETAHUM C BPEMEHHBIM
IpYIMeHeH)eM IIPOTUBOBOCIIA/IMTE/IbHBIX BEIeCTB BO MHOTMX
CITy4asx MO3BONAET JOOUTHCA OTHOCUTENIbHO He3aMeTHbIX 13-
MeHeHUI Ha Koke. MecTHble peTMHOU/BI, TaKue KaK U30Tpe-
TMHOMH, TaKXXe MOAXOMAT B CIyYasxX JIOKaIM30BaHHBIX HOpa-
JKEHMII 1 JIETKMX CUMIITOMOB, HO MOTYT BBI3BaTb PasfipaskeHMe.
MecTHb11 M30TpeTMHOUH (13-1MC-peTuHOEBas KUCIOTA) YIIO-
MMHAeTCS KaK CPefiCTBO JyIA edeHus 6onmesnu Japbe ¢ pas-
nuaHbIMY 9 (deKTaMyl ¥ MalMeHTOB, HAYMHAs OT OTCYTCTBUA
OTBeTa JI0 MOJTHOM PeMUCCUY OPAXKEHHOI KoXu. [Ipyrue To-
IYecKye peTMHONAb! (afjanaseH, Ta3apoTeH) BbI3bIBA/IN 3HA-
YMTENTbHOE YAy4LIeHNe UIN KINHNYECKYI0 PEMICCHIO C OTCYT-
cTBUEM IOO0YHBIX 3 PeKTOB U pelnUBOB B TedeHMe 24 Mec,
OJHAKO 3TO OBIIM TOIBKO €NUHNYHbIE COOOMmenus [31].

PexomenpyloTca MecTHble KOpTUKOCTepouppl Knacca I1-111,
npemnaparsl Kacca IV takske MOXKHO KpaTKOBPeMEHHO IIpuMe-
HATb. Ha uyBCcTBUTE/IbHDIE YYaCTKM KOXM (JIMLI0, TEHUTANIUML,
HOAMBIIIEYHbIE BII/IMHBI) IIPEAIIOYTUTENbHbI MECTHBIE MIHTH-
OUTOPBI Ka/TbLIMHEBPUHA, TaKVe KaK TaKPOIMMYC MM IMNMeK-
pormumyc. VIHrnOuTOphbl Ka/bLIHEBPUHA CBS3BIBAIOT Ka/IbIIU-

CONSILIUM MEDICUM. 2022;24(8):497-503.

HEBPMH, YMeHbLIAIOT mpoindeparmio T-KIeToK, TeM caMbIM
MHTUOMPYs BOCIIA/IEHNE, CBSI3AHHOE C CUMITOMaMM (GOJIINKY-
JIIPHOTO [MICKepaTo3a. VIMeroTcsl TakxKe OTHeNbHbIe cooblle-
HMA O MECTHOM IIPMMEHEHUM CIIeHYIOLUX CPENCTB: aHaJIOTH
ButamyuHa D, (KampuumoTpuon n Takanenuron); 5-Propypa-
I, puKnodeHak renb 3%, GysuaMHOBasA KMUCIOTA, TeHTAMU-
uuH [2, 31]. Buramun D, cnocoberByer anddepeHIupoBKe
U uHrUM6MpyeT npo/mdepanyio SHUAepMaNbHBIX KepaTUHO-
LIMITOB, YTO MEMaeT ero MOTEHILMa/JbHbIM TepPaleBTHIECKUM
cpencTBoM npu 6one3nu [lapbe. MexaHU3M JIefiCTBYA XMMUO-
TepaIleBTUYECKOTO CpeficTBa 5-DTopypanui sakmodaeTcsa B
nHrubuposanun cyHresa [JHK, uTo cHmkaer rumepmponu-
(epaunro, HabmORaeMy0 Ipy GOUIMKY/ISIPHOM FUCKepaTose.
MexaHuU3M NpYMEHeHUs Telsd AMKIo(deHaKa HaTpus AjIs Jie-
venust OJ]] 3akmodaercs B MHIMOMPOBAHMY IUKIOOKCUT€HA-
3bI-2, YTO IIPUBORUT K ycuIeHuo mpopykiym 6emka SERCA2.

CyliecTByeT /MIIb OYEHb OTPaHMYEHHOE KOMMYECTBO -
(beKTMBHBIX CUCTEMHBIX MeTOROB jedeHus. Hanbonbluee unc-
JI0 JOKa3aTeNbCTB JOCTYIIHO M/ CUCTEMHBIX PETMHOUJIOB,
B YaCTHOCTM auyuTperyHa. HavanmbHas pekoMeHfyeMas Ho3a
cocrapseT 0,2-0,3 MI/KT Macchl Te/la; TPy HEOOXOOMMOCTH ee
MOXKHO ITOCTEIIeHHO YBeMYMBATDh O TeX MO, IOKa He 6ymeT
TOCTUTHYTa MHAVBUAYANTbHO 3P PeKTUBHAA 103a, KOTOpasg MO-
>KeT CUJIbHO BapbupoBath. Huskme no3b1 10-15 Mr B 1eHb Tak-
xe cunraTcs apdexTuBHbIMU. HeKoHTpOMMpyemMoe ucmbiTa-
HIle U30TPeTUHOMHA (ITepBOoHavanbHO 0,5 MI/KT MacChl Tena B
ieHb, BIIOCTIEICTBUM [J03a KOPPEKTUPOBKYU B 3aBUCUMOCTH OT
a¢dexTuBHOCTN U HepeHOCHMOCTN) y 104 marnyueHToB IOKa-
3aJI0 yIydllleHMe KOXKHBIX IposiBlieHnit B 95% ciydaes [32].
K coxaneHuio, pueM alUTpeTVHA U M3OTPETMHOMHA YaCTO
IIpeKpallaeTcsi, HeCMOTPsI Ha XOPOILVe pe3y/IbTaThl, 13-3a 0051-
3aTe/IbHOTO MOHMTOPYHTA Tab0paTOPHBIX MTOKa3aTesnei u pas-
JIMYHBIX T0604YHBIX 3¢ dexToB. K HUM Beerna oTHOCATCA 06€3-
BOXKVMBaHUe KOKI M CTIM3UCTBIX 0007I0YeK, a TaK)Ke TUIYHbIE
mo6o4Hble 3 eKTbl PeTUHONMHOB, TaKMe KakK BblINajeHye
BOJIOC, TOJIOBHAsA 6O0JIb, XKEMyLOYHO-KIIICYHbIe 3a00/IeBaHNsA,
MU/ITVA, TAPOHUXU, U3MeHeHre (HepMEHTOB IeYeH! U IUC-
MUOuAeMys. B 3aBUCMMOCTM OT CyTOYHOI M COBOKYIIHOM JI0-
3UPOBKM PEKOMEHYETCS] PEHTTeHOMOTMYECKUIT MOHITOPUHT
[I03BOHOYHMKA 1 CTOII [33]. [I/1s marjeHTOK penpofyKTUBHOTO
BO3pacTa U30TPETUHONH, a TAK)Xe ATUTPETUHONH [34] nmeroT
IIPEVIMYIIECTBO 110 CPaBHEHUIO C AllUTPETVHOM, TaK KaK UX
6MO/IOTMYeCKNIT TIePHUOJ TIONTYBbIBEEHNS 3HAYUTENBHO KOPO-
4e, YTO TpedyeT CTPOroil KOHTPALEHLMM TOMbKO Ha IEPYON
mpuema 1 1 Mec Iocie OTMeHbI. ATMTPETUHOMH TaKOKe TIpefi-
naraet ay4umii npoduib 0604HbIX 3¢ (HEKTOB C JO3NPOBKOIL
ot 10 1o 30 MT B [ieHb.

B TsDKenbIX CTyvasx JedeHue IepopaJbHBIMM KOPTUKOCTeE-
poujaMu B TedeHNe OrpaHNIEHHOTO IIepMofia BpeMeHN (TIpeli-
HI30JIOH TIepBOHaYanbHO 0,5 MI/KT MaccChl Tena, MOCTeNeHHO
CHIDKAeTCs B TedeHMe HECKOIbKMX HeMleIb) MOXeT IMPUBECTH
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K BpeMEHHOMY yydlieHuo. Bcerna HeobxomgumMo 3apaHee uc-
KTIOYUTDh CyleprH@exunio. Takke OMUCBIBAETCA YCIELIHOE
NedeHne NOKCUMLMKINHOM (100 MT B eHb) C MCHOMb30BaHM-
€M ero JOIOIHUTENBHOTO IPOTHMBOBOCIANNTENBHOTO 3¢ dex-
Ta [35]. ViMeeTcsa Taxoke HECKOJIBKO COOOIIEHMIT O CITydasx
IpPUMeHeH)sI IMKIOCIOPKHA (3 MI/KT Macchl Teia B ieHb) [36].

IToMMMO MeCTHOTO JIeYeHUsl I MeHee OOLIMPHBIX IOpa-
JKEHUI1, TaKMX Kak /HelHasa ¢popma O], Taxke MOXHO IIpH-
MEHATh aOMALVOHHYI0 Tepalyio C IIOMOLIbI0 AepMabpasui,
CO,-nazepa wmu Er:YAG-nasepa [37-40]. Cantaercs, 4to na-
3epbl OKa3bIBAaIOT CBOE JICHICTBME, paspyllas IOBEPXHOCTHBIN
C710i1 KOXU (BIUIOTH 5O COCOYKOBOTO C/IOSI AEPMBI) V1 SKKPMHHbIE
JKeJIe3bl, KOTOpble UTPaloT porb B ob6ocTpernu PIIJI. B ornens-
HBIX C/Ty4asx 6bu1a adpdexTBHOI MecTHaA HOTOAMHAMMIYECKAs
Tepans, VHOIZA B COYeTaHUY C alluTpeTHHOM [41,42]. Potopu-
HaMI9ecKasi Tepamnus UCIonb3yeT yasrpaduonetosoe (YP)-ns-
JlydeHne, YTOOBI BBI3BaTh 00pa3oBaHe AKTUBHBIX (pOpPM KICTIO-
Pofa M MOCTIeRYIOLINII allOITO3 MTOPaXKEeHHOI KOXIL.

Kak KpaifHui1 BapyaHT B CIy4asix IUIEPTPOPIIECKNX U Be-
TeTUPYIOLVX IOPAKEHNUIT B MHTEPTPUIMHO3HBIX 30HAX IIPOBO-
IAT OOLIMPHOE MCCeYeHNMe TOPAXKEHHBIX YYACTKOB C MOC/IERY-
IOIIMM BTOPMYHBIM 3a)KVBJICHIEM VTN TTepecajikoil Koxu [43].
Xupyprudeckoe NccedeHye JCIIONb30BANOCh I JI€YEeHVsI
@[]l B HECKONBKMX COOOLIEHNSIX O KIMHNYECKNX CIydasx C
UCXOaMM OT 3HAYUTETbHOTO KIMHUYECKOTO YIYYIIEHUS OO
HOMTHO pemuccuu [31].

MporHos

Teuenne 3aboneBaHUsA XPOHUYECKOE, OGHAKO CTENEHb €ro
UHTeHCUBHOCTU BapuabenpHa. Xors Tsokects O co Bpe-
MeHeM V3MeHseTcs, 60/e3Hb [lapbe SBISETCA peLUAMBUPY-
IOLIVM, TOPHVJHBIM 3abonieBaHMeM. B ofHOM mccnefoBaHmn
1/3 GONBbHBIX OTMeYau yIydlleHe COCTOSHIS C BO3PACTOM;
OZIHAaKO ellle y 1/3 malneHToB ¢ BO3PACTOM OTMEYanoch YXyh-
meHre 3ab6oneBanys. Y MalMeHTOB C (OUIMKY/ISIPHBIM [MC-
KepaTo30M OTMedaeTcs 3y/, @ MHOTAA U 60/Ib B IOPaYKEHHBIX
ydacTkax Koxu. IlcuxoconyanbHble HOCTEACTBUA BHEIIHETO
BUJIA U 3aIIaXa MOPayKeHMI TAK)Ke YXYALIAI0T KaueCTBO XKU3HM
nanuenTa. Cepbe3HbiM ocnokHeHneM PJI]] ABAeTcA MOBbI-
LIeHHasi BOCIIPUMMYVBOCTD K KOXXHBIM OaKTepUabHBIM U BU-
PYCHBIM MHQEKIVAM, B YaCTHOCTU BUPYCY IMPOCTOrO repIieca,
BUPYCY IaIM/UIOMbI YelioBeKa. [lepBoHavYanbHbIN OO OYHBII
IVarHo3 QOUIMKY/ISIPHOTO AMCKEPaTo3a MOXKET IPUBECTH K
HEJ[OCTATOYHOMY JIEIeHMIO TAKMX MHQEKIIMIT U faKe K JIeTalb-
HOMY ucxony [2, 31]. Onnaxo y nmanuentos ¢ ®[I]T oxugaemas
IPOJO/KUTETbHOCTD KU3HYU TaKas >Ke, KaK U Y Hace/leHMs B
LIe/IOM.

3akniouyeHune

QI - 5To TUII HACIE[CTBEHHOTO KepaTMHM3MUPYIOIIEro 3a-
0071eBaHysl, KOTOpOE MPOSB/IAETCS II0 ayTOCOMHO-JOMMHAHT-
HOMY Hac/efioBaHMI0. 3a00/eBaHye BBI3BIBACTCSA My TaLMSAMU
ATP2A2, XOTOpbIi KOAMPYET Ka/lblIMEeBbIi HACOC HMOMIa3Ma-
THYeCKOro peTukynyma, AT®asy Tuma 2 capko/sHoIIasMa-
tideckoro perukynyma (SERCA2). bonesus lapbe gacTo pas-
BUBAETCA B JI€TCTBE, COXPAHAETCA B IOAPOCTKOBOM BO3pacTe U
IPOSB/AETCS BLICBIIAHMAMU B BUJie HAITYIL, IPEMMYIIeCTBEHHO
B ceOOpeTHbIX 00/IaCTSX, TAKMX KaK JINLO, TPpyAb 1 crvHa. O]
MOXKET COIIPOBOXK/IATHCA BHEKOXKHBIMU ITOPaKEHMAMM, BKITIO-
Yasi NCHXMATPUYeCKue CHMMITOMBL [ucronorus mpyu 6onesHu
Japbe xapakTepu3yeTcs BbIpayKeHHbBIM AMCKepaTo30M. B HacTo-
slIee BpeMsA He CYLIeCTBYeT YTBEPKJEHHbIX METONOB JIeUeHN
D], Hanbonee 3¢ beKTUBHBI CUCTEMHbIE PETUHOV/IBL.

PackpbiTiie MHTEpecoB. ABTOp [ieKIapupyeT OTCYTCTBUE
SIBHBIX U IIOTEHI[MA/IbHBIX KOHQIVKTOB MHTEPECOB, CBSI3AHHBIX
¢ Iy 6ImMKaIyeit HaCcTOSIIEN CTaTbH.
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AHHOTauuA

3yA ABNAETCA OLHUM U3 CyOBEKTUBHbIX OLLYLIEHWNIA, 3HAUNTENbHO CHUPKAIOLLMX KaYeCTBO »KU3HW NaLyeHTOB. Y 60/bHbIX CO 3/10KaYeCTBEHHbIMW HOBO-
06pa3oBaHNAMY 3y MOXKET ObITb 06YCIOBIEH PAAOM YHUBEPCaNbHbIX MO0 cneyndryecknx ana nauueHToB oHKonormyeckoro npoduna natopusm-
onoruyecknx ¢pakTopoB. B HacToALel cTaTbe paccMaTPUBAOTCA PACCTPOMCTBA, Bbi3bIBAlOLME 3y[ Y OHKONOrMYECKNX NaLneHToB: COBCTBEHHO POCT
HOBOOGpa3oBaHus, 0bwe natoprsnonornyeckmne N3MeHeHms, acCoLMMPOBaHHbIE C PAAOM 3/10KaYeCTBEHHbIX HOBOOOPA30BaHMI, NapaHeonnasus,
NPOTUBOOMNYX0NeBas Tepanus, CONyTCTBYIOLME fepMaTo3bl, CUCTEMHble 3ab0N1eBaHNA, MCUXOCOMATNYECKUe paccTporncTaa. MNpeactaBneHsl n3BecT-
Hble IM60 nNpefnonaraemMble MexaHW3Mbl Pa3BUTUA 3yAa NPV KaXAoM 13 YNIOMAHYTbIX MPOBOLMPYIOLWMX 3y GaKkTOPOB, ONMCaHbl NPYMeHAeMble Me-
TOAbI KOPPEKLMN 3yAa B 3aBUCMOCTM OT MPUUMHDI, €ro Bbi3BaBLUel. B 3aBeplueHme cTaTby NpefcTaBeHbl yHUBEPCanbHble METOAbI KOPPeKLMM 3yaa,
NPVIMeHMMbIE Y NAaLNEHTOB OHKOJIOrMYeckoro Npoduss He3aBncUMo OT NPYpPUTOreHHoro GpakTopa, 0coboe BHUMaHUE yaeneHo KoppeKLun Kceposa
KaK yHMBepCanbHOW NPUYMHbI 3yAia Y OHKONOTMYeCKUX NauneHToB.

KnioueBble cnoBa: 3yf, 3noKayecTBeHHble OMyXOni, NapaHeoniasus, 3y Y OHKOJIOTMYECKMX NaLmneHToB, Kcepo3
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Abstract

Pruritus is one of the subjective sensations that significantly reduces the quality of life of patients. In patients with malignancies, itch can be caused
by different universal or specific pathophysiological factors. This article discusses disorders that cause pruritus in cancer patients: the tumor growth
on it's own; pathophysiological changes associated with a number of malignancies, paraneoplastic itch, anticancer therapy, concomitant dermatoses,
systemic diseases, psychosomatic disorders. Known or proposed mechanisms of the development of pruritus are presented for each of the mentioned
provoking factors, and methods of treatment are described, according to the etiological factor. At the end of the article, universal methods for the
correction of itching are presented, applicable in cancer patients, regardless of the pruritogenic factor. Special attention is paid to the correction of
xerosis as a universal cause of itching in oncological patients.
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Cpeny Bcex CyOBEKTVBHBIX OLYIEHWIT, COPOBOXAAIOIINX
Te VIV MHBIE BBICBIIAHWS HAa KOYKe y HAL[IIEHTOB, B TOM YNCIIe
OHKOJIOTM4eCKOro Ipoduist, Hanbolee 4acTo BCTPEYaIOLIMCS
¥ 3HAYUTENIPHO CHIDKAIOLIVM Ka4eCTBO XXU3HY ABIAETCA 3Y[ —
HEIPUATHOE OLIYILIeHNe, BbI3bIBAIOLee JKeaHe MOYecaThCs.
IIpumedartenpHO, YTO YaCTOTA PA3BUTHUS 3yHa Y HEKOTOPBIX
OHKOJIOTMYeCKIX MAIJEHTOB COIIOCTABMMA C TAKOBOII y TaIy-
€HTOB C YaCTO BCTPeYAIMMuCs gepmarosamu (ta6m. 1). On-
HAKO TPafMUMOHHO B (OKyce BHUMAHMS OHKO/IOTA ¥ CaMOTO
Hal/leHTa HaXO[MUTCs JIedeH1ie OCHOBHOTO 3a00/IeBaHMsI, TOT/A
KaK KOPPeKLUs 3y/ja KaK CUMIITOMA4, CYLIeCTBEHHO He BIIVISIIO-
I[er0 Ha BBIOOP OCHOBHOT'O JIEYEHN S, OTXORUT Ha BTOPOI I/IaH
M OCYIECTB/ISIETCA B paMKaX Ha3HAYeHUS IOfJeP)KMBAOLIel
Tepammy, HalpaB/leHa Ha MPOQIIAKTUKY U KOPPEKLMIO OC-
JIO>KHeHUIT. B TO ke BpeMsi pasBuTIE MHTEHCUBHOTO 3yfja CIIO-
COOHO OKa3bIBaTh CHIbHOE HETaTMBHOE BIMsIHME HA Ka4eCTBO
JKU3HU GOIBHBIX, YCYTYO/IsAsl TSXKECTb COMaTUYeCKOTo 3a6071e-
BaHIA, CHIDKATh KOMIIIA€HTHOCTD PV BBIIIOTHEHNN Ha3HaYe-
HUIT B paMKaX OCHOBHOI1 Tepanuy, BIYATH Ha ICUXOIMOLO-
HaJIbHOE COCTOsIHIE TIALVIEHTOB 1 TEM CaAMbIM ITOBBILIATH PYCK
He6IaronpusTHOTO MCXOfA.

MHoroobpasye npuunt 3yga u ero puddepeHnnanbHas
[AMAarHOCTUKA Y OHKOMOTMYECKMX IAIMEHTOB 3aCTyXXVBAIOT
OT/IE/IBHOTO OOCY)KIEHNS, OCKOMBKY 3TOT (PEHOMEH MOXKET
HOCHUTb He3aBMCHMBIIT XapaKTep 1 He MMETh CBSI3Y C OIYXOJIbIO
60 MOXKET CIIY)KUTb TIePBbIM IPU3HAKOM 3/I0Ka4€CTBEHHOTO
porecca, 6bITh CIEACTBIEM HEMOCPENCTBEHHO POCTA OMYXO-
JIN WIY TIPOBOJMMOIL Teparuu (Tabi1. 2).

MNato¢usmnonorus syga

Bocnpusitue omyienus 3ypa obecrnednBaeTcs y4acTyeM
AByX TUIOB C-BOJIOKOH, IIPE/ICTAB/IEHHBIX B KOXX€ M CIM3U-
CTBIX 000/moukax. IlepBbIil TUII IIpeCTaB/leH TPYIION He-
YYBCTBUTENbHBIX K MEXaHMYECKMM pa3fpakUTeNsAM, HO
YyBCTBUTE/IbHBIX K rucraMuny addepentHoix C-BOTOKOH,
IOMY4YMBIIMX Ha3BaHMe Npypunentopos. Bropoi tun C-Bo-
JIOKOH — TOJIMMOJANbHbII, OTINYAETCA HEYyBCTBUTENbHOC-
ThIO K rmcTamuuy [15]. OmjymeHme 3yma mepefaeTcss IO
C-BO/IOKHaM B 3aJjHNe pora CIIMHHOTO MO3ra ¥ B KOpY ro-
nosHoro mosra (I'M) 1o cnmHOTa/IaMu4eckoMy Tpakry [16].
AKTHUBaLUs ONpefeneHHbIX 00/IacTell B LIeHTPaIbHON HEPB-
HOJ1 CIICTeMée BBbISbIBAET OLIYLEHME 3yfa 1, KaK C/IefiCTBUE, —
pacdecsl. IIo MexaHM3MY IIPSIMOTO aKCOHAJIbHOTO pedriekca
OKOHYaHIA YyBCTBUTE/IbHBIX HEPBOB B CBOIO O4Y€PEND BbICBO-
60>XIAI0T HePOIIENTU/IbI, YCUIMNBAIOLINE OLyIIeHMe 3y/a 3a
CueT BbICBOOOXKIEHMsI MEAMATOPOB 3yAa (KMHMHOB, IPOCTa-
HOUJIOB, IIITOKNHOB) U3 TYYHBIX, IMMYHHBIX, SIINTENINANb-
HBIX U SH/IOTE/IMAIbHBIX KIETOK [16, 17].

Ta6nv|ua 2. CneKTp 3TNONOrMYecKNX ¢aKTOPOB 3yAa y OHKOJIOrm4yeckKkux nayeHToB

3yp, accouyumpoBaHHbin ¢ 3HO

Yro KacaeTcs 3yfia, 00YC/IOBIEHHOTO COOCTBEHHO POCTOM OITy-
X0/, OH XapaKTePeH KaK ISt JOOPOKaYeCTBEHHBIX, TaK U IS
37I0Ka4eCTBEHHbIX HOBOOOpasoBaumit koxu (3HO), mockoneky
pacryiiee ob6pa3oBaHMe pasApaxkaeT PacHOIOKEHHbIE B KOXe
YIOMSAHYTBIE BBIIIE PelienTOphI (ITommMonanbHble C-BOMOKHA),
BOCIIpMHMMAOIMe 1 Nepefaouye B ['M omymenne syga. 910
HeMyenMHN3npoBanHble C-BOMOKHA, pasfgpakeHye KOTOPBIX
IIpM pocTe HOBOOOPa30BaHMs, FOOPOKaUeCTBEHHOTO MO 3710-
Ka4eCTBEHHOTO, MOXKET BbI3bIBaTb COOTBETCTBYIOIIVE OIIyIIe-
HusL. VcceoBaHme CUMIITOMOB 3y/a 1 60/ y 478 MaIjeHTOB ¢
HEMe/TAHOMHBIM PaKOM KOXKU, Bepu(UIMPOBAHHBIM IIPH I1aTO-
MOPQOTOTMIECKOM UCCIENOBAHNUM, TOKA3aJI0, YTO PacIpOCTpa-
HEHHOCTb 3yJja PV IUIOCKOKJIETOYHOM pake 1 6a3albHO-Kile-
TOYHOM pake coctasysieT 43 u 33% coorBetcTBeHHO [6] (puc. 1).
AKTHBHBII POCT JOOPOKaYeCTBEHHBIX HOBOOOPAa30BaHMIT TakK-
e MOXKET COIPOBOXKZATbCSA 3YIOM, YTO OIMCAHO, HAIIPUMED,
IIpU BPOXXJEHHBIX MeTaHOLMTApPHBIX HeBycax [18], miHeitHOM
BEpPPYKO3HOM BOCIIQ/INTE/IBHOM 3MNjepMaIbHOM HeByce [19],
9PYUTUBHBIX AepMaTodubpomax [20], cebopeitHOM KepaTose,
BKJ/IIOYAsI TTapaHeoIUIacThiIecknit cuappom Jlesepa-Tpena [21],
IIpU KOTOPOM 3YJ, COTIPOBOXK/JAeT IOSAB/ICHIE MHOKECTBEHHBIX
ceOOpeitHbIX KepaTtoM B 52% CrTydaes.

PasBuTne 3yga Ha QoHe CyIIeCTBYIOIEN 37T0Ka4yeCTBEHHO
oImyxo/nu Hamboree XapaKTepHO IS psAfa TeMaTOTOTMYeCKUX
37I0Ka4eCcTBeHHBIX 3aboneBanuit (cM. Tabn. 1). Hanpumep, npu
VICTVIHHOJM TONMMIMTEMMUM B 5-69% ciy4daeB permcTpupyercsa
3yH, y 9TUX IAI[VIEHTOB OObIYHO 3y IPOBOLMPYETCs KOHTAK-
TOM C BOJOI1 06011 Temmeparypsl [22]. IIpu 6omesun Xomx-
KuHa 10 30% maiyeHToB coo61aoT o 3yfe [23]. Y nannenToB
¢ KOXHbIMM T-K/1eTOYHbIMY /IMMGPOMaMy 4aCTOTa BCTpedae-
MOCTH 3y/a MOXeT JOCTUTaTh 88% [24].

MexaHusM pasBuTHUA 3yfa Ha QoHe T-xmetounoit mumdo-
MbI KO M3Yy4eH He [0 KOHIIA, OfHAKO IIPEeJIIoNaraeTcs, YTo

Ta6nuua 1. YactoTa pa3sBuTuaA 3ya Npy pasnnyHbIX
3aboneBaHnAX

Hosonoruna Hacrora passwmu Ccbinika
3yna, %
Mpu yacmo scmpeyarowuxcs 0epmamo3sax
MNcopwmas 87 [1]
Atf 87-100 [2]
AkHe 70 [3]
Mpu 3HO
ba3sanbHOKNeTOYHbIN pak 33 [4]
MNOCKOKNETOUHBI pak 43 [4]
T-kneTouHas numdpoma 80 [5]

Mpuunna 3ypa KnuHnueckne oco6eHHoOCTIN Ccbuika
KnrnHunuyeckn otmevaeTca nepuoamnyecknii NoKanbHbI 3y, Kak NpaBuno, yMmepeHHbI, CONpoBOXKAatoLLuiA pocT
PocT HoBOOGpa3oBaHWs KOXKN puon YA P » YMEP ! P Aatouun p [6]
HOBOOOPA30BaAHNA KOXN
Accoumaums c 3HO Cpepu Bcex 3HO 3yn Hanbonee xapakTepeH AnA NaLMeHTOB C reMaToNIorMyeckuMm onyxonsamm [7]1
o XpoHuueckunin 3ya 6onee 6 Hep. ACCOLIMUPOBaHHbIE OMYXONU: TMMPOMBI, XpOHMYeCKaa numdounTapHas
MapaHeonnacTnyeckmn P YA A ump Y o ' Xp boumrap
xapakTep nenkeMuna, MHOXXeCTBEHHasA M1erloMa, CONUAHbIe ONyxXonu (paK Nerkunx, pak »enyaka, pak roptaHu, [8]
paK Wenky MaTKu — 3y BySIbBbl, Pak CUFMOBUAHOW 1 NPAMOIA KMLLIKN — NepraHanbHbIi 3ya)
MNpoBeneHne 3yA VIMeeT, KaK NpaBuIio, PacnpoCTPaHEHHbI XapakTep 1 YacTO CONMPOBOXAAETCA KCEPO30M KOXKN. 9]
NPOTNBOOMYX0NIeBOV Tepanun | B yactu cnyyaeB accoumMmpoBaH C CbiNbio
+ KCepo3 (BCNeACTBUE KaxeKCuu, XMMmuoTepanmm)
* MHOEKLUMOHHbIe iepMaTo3bl
+ MapaHeonnacTuyeckme AepmaTosbl:
[epmato3bl y
- 3pUTpoaepmuA
OHKONIOMMYeCKMX NaLMeHToB, M . [10]
— TPaH3VTOPHbIV aKAHTONUTUYECKNIA iIepMaTo3
conpoBoXfatoLmecs 3yAom
- reHepanv3oBaHHasA KONbLEBUAHAA rpaHynema
— NapaHeomnacTNYeCKMin akpoKepaTos
- [1epMaTOMUMO3UT U Ap.
Hanvume CUCTEMHOro MNepBryHOE XpoHUYeckoe 3aboneBaHue (Moyek, neyeHu, AnabeT, 3a60NeBaHNA WINTOBUAHON Xenesbl,
3360neBaHM XenesofednuUTHaA aHEMMUA) UK BTOPUYHOE NOPaxeHne BHYTPEHHUX OpraHOB BCNeCTBME OMyX0eBOro [11,12]
pacnpocTpaHeHus
Hanunune ncmxocomatnyecknx | Mcuxnyeckunin AUCTPECC, TPEBOXHbIE, AeMPECCUBHbBIE N UCCOLMATVBHbBIE PACCTPONCTBA XapaKTepHbI (13, 14]
paccTpoincTs [NA NauVeHTOB OHKOMorMyeckoro npoduns !
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OBb30P

https://doi.org/10.26442/20751753.2022.8.201810

K/TIOYeBYI0 PO/ib B GOPMUPOBAHUM 3Y/a Y STOJ IPYIIIIBI aL-
€HTOB MI'paeT BOCIIajIeHMe KOXKU, COIPOBOX/A0Ieecs] CeKpe-
L€l IPYPUTOreHHBIX MHTep/elikuHoB (Hanpumep, MJI-2, 6)
[25]. Ilpn rpuboBUAHOM MUKO3e GOPMUPOBAHME 3yAa MOXET
OBITb OOYC/IOB/IEHO CeKpelMell IMCTaMIHA TYYHBIMM K/IeTKa-
M [26]. Ompefe/leHHYI0 TATOTeHETUYECKYI0 POIb MOXKET BbI-
MONHATH TaKXKe CEPOTOHMH, O 4eM CBUJIETENbCTBYIOT OINCa-
HUs 000CTpeHNs TpMOOBUIHOTO MIKO3a BCKOpe II0C/Ie Havasa
npueMa (GIyoKCeTVHa, CeeKTVBHOTO MHIMOUTOPa 06paTHOro
3axBaTa CepOTOHMHA [27], a TakxKe CTUMYyIALUK mponudepa-
1y TpaHCHOPMUPOBABILINXCS TMMQOLNTOB B 9KCIIEPUMEHTAX
in vitro [28]. B psny TepaneBTHYeCKUX OILMIL, HAIPaBIEeHHBIX
Ha CHIDKEHUe 3yfla IIPM IeMaTONOTMYeCKUX 3/10KaueCTBEHHbIX
OITyXOJIAIX, YIIOMUHAIOTCS BBICOKOIIOTEHTHbIE HAapY>KHBIE IJIIO-
kokoptrkocrepougusie mpemaparsl  (I'KC), npumeHsiembre
Ha paHHMX CTajusAX 3a00/leBaHNA, B TOM UMC/Ie B COUETAHUU
C BJIQ)KHO-BBICHIXAIOIIMMM TIOBsA3Kamu [29, 30], Hapy>kHbIe U
CHUCTeMHble aHTUTUCTAMIHHBIE IIpenaparhl, cucteMHble I'KC B
mose 10-30 mr/cyT [24].

Crrenmdundeckye OMyXOMy MHOTMA CBA3aHBI C JIOKATbHBIM
3y[OM, HallpuMep 3yJ MOLIOHKM IIpM paKe IpefcTaTelIbHON
JKeJIe3bl, 3y B HO3APsIX mpu onyxo/six I'M, KoTopsie MHpMIb-
TpupyoT gHO IV Xenymouka, 3y[ ByIbBbI IPM paKe HIENKU
MAaTKU U IIepUaHa/IbHBIIL 3Y/] TP PaKe CUTMOBUIHOM M IIPAMOIL
Kumkuy [12].

3yn TaxKe MOXeT OBITb KOCBEHHBIM CIIE[ICTBUEM [IVICCEMMU-
Haiym 3HO ¢ mopakeHueMm BHYTpeHHUX opraHos. Haunbornee
YacTo 3y/ MOAB/AETCA IPY MHBA3UM OIyXOJell B IIeUeHDb MU
nouku. IIpu xonecrase QopmmupoBaHMe 3yfa CBSA3BIBAIOT C
[IOBBILIIEHNEM TOHYCAa ONMOMAEpPrudeckon cucremsl [11], He-
KOTOpBIN BKJIAfl TaKXKe IPUINCBIBAETCA HAKOIUIEHMIO COTei
JKE/TYHBIX KMCTIOT, COOCTBEHHO XeYHBIX KMCIIOT, OMmpyO6yHa
U IPYTMX KOMIIOHEHTOB >kemun [12].

B KkauecTBe METOJIOB Tepanuy IIPENIAraeTcs HPUMEHATDH
MIperapaThl yPCOTE30KCUXOIEBO KICIOTHI, CEKBECTPAHTHI
K4y, TaKue KaK XOJeCTMPaMMH, ¥ OIepaTUBHOE JIedeHMe.
OmpefienieHHOE YMeHblIIeHMe 3yAa OTMeYanoch Ha (oHe Hmpu-
MeHeHUs! ceprpanmuHa ¥ pudammuimHa [12]. AHTaroHMCTHI
OIIVIONMTOB /1A YMEHbIIEHNUA 3yha MPUMEHAIOTCA PefKo, TaK
KaK B IIEPBYIO OYepefb MX IPVMEHSIOT il 00e300MuBaHms,
XOTA PAJ, UICCTIEOBAHMIT TIOTBEP>KAET, YTO HAJIOKCOH, HaJl-
TpeKcoH 1 HanMmedeH 9 PeKTUBHO yMeHbIIAOT 3YH [31].

B penkux cry4asx MHBa3)A ONMYXOMY B OYKY MM OOCTPYK-
uuA MOYETOYHMKA MOTYT BBI3BaTb IIOYEYHYIO HELOCTATOY-
HOCTb, CONPOBOXJAWIYIOCA ypeMudeckum 3ypom. Cpepu
KOHLIEIIIIMII IIaTOTeHe3a YPEMMYECKOro 3yAa O0OCYXIalTcs
2 BepCUI: HAKOIUIEHME IIPYPUTOT€HHBIX MeTab0/mnToB [32] mmm
pasBUTHE IPOBOCHATIUTENBLHOTO CTaTyca Ha (oHe AucbamaHca
uutokuHoB TH1 [12]. Taxyke OmMCaH OIBIT MCIIONb30BAHMA
HApY>KHOII Tepaluy, HeIIPOIEIITUKOB B HU3KUX /032X, (HOTO-
Tepamnmy, TAKPONMMYca, TaAMAOMMUIA, AaHTaTOHVCTOB (1-OIMO-
UTOB Y aTOHVCTOB K-OIMOKTIOB, OHAKO yCIIeX MlepeuncIeHHbIX
MeTO/IOB JIeYeHNsI OKa3aJIcsi epeMeHHbIM [12].

3ya Ha ¢poHe npoTNBOONYXONEBOI Tepanuun
Hepenko 3yx y OHKOZOTMYECKMX MALMEHTOB COIIPOBOXK/A-
eT JIEKApCTBEHHYIO IIPOTUBOOIIYXO/IeBYI0 Tepamuio (Tabm. 3).
MexaHu3MBI pasBUTUA 3yHa IPU TOM TaKKe MOTYT OBITH
pasHbiMu. Hanbornee yH1MBepcambHBIM 0ObACHEHNEM CITY>KUT
TOT (paKT, 9TO IPOTUBOOIYXO/IEBas Tepamus HAIpaB/IeHa Ha
II0fjaBJIeHNe TIPOIleccoB npomudepanuy, iuddepeHInaLUN 1
Mmurpanuy Kietok. [TosTomy B pesynbraTe HapylleHMA IPoO-
reccoB npommbepanyy u gudQepeHanum KIeToK oTMe-
JaITCA HEXXENIATE/IbHbIE ABJIEHNA CO CTOPOHBI aKTUBHO IIPO-
nudepUpyoINX OPraHOB M TKaHell, TaKMX KaK BOJIOCSIHBIE
GbONMMKYIIBL, SIUTENNIT KOXKHOTO IIOKPOBa 11 CIM3MUCTBIX 060-
nodek. B smmpepmice B pesynpraTe NMOJABIEHNA IPOIECCOB
nauddepeHUNALNM HAPYIIAIOTCA MIPOLIECChI CMHTE3a TUAPOIN-
MIHOM MaHTHUM SMUAEPMICA, YTO IPUBOJUT K CYXOCTU KOXK-
HOTO ITOKPOBA I, KaK CIefICTBHE, — K 3y/y. Kcepos koxxu MoxkeT

506

Puc. 1. Ouar Ha Kox)e }KMBOTa, CyLLeCTBYIOLLIA OKONO

8 n1eT, CONpPOBOXAAIOLWNIACA NEPNOANYECKIM 3YAO0M,

B Moc/iefiHNe MecALbl — NepnoanYeckuMm MoKHyTem (a).

Mpn pepmaTocKONMM TOHKNE KOPOTKMNE YeTKMNe BeTBALMECs
cocy/ibl, MHOXKeCTBEHHbIe ToOYeYHble 3po3ui Ha 6eno-posoBom
done. Mpn rucronornvyeckom nccneposaHnmn BepupnumnposaHa
6asanbHOK/IETOYHAsA KapLMHOMa.

a

Puc. 2. MATHUCTO-NanynesHasA cbinb Ha ¢poHe TapreTHoOI
Tepanuu braf+mek nHrnu6uropamu, conposoxxaatowancs
WHTEHCUBHBIM 3yA0M.

Puc. 3. NayumeHT 3yAOM N CTUFMaMKN XpOHNYecKoro
3a6o0neBaHNA NeYeHn Ha ¢OHe TepMMHaanOﬁ neyeHOYHOM
HeAOoCTaTOYHOCTUN: onpeaenAeTca KeNTYWHOCTb KOXXHOro
noKpoBa, nayKooGpaaHble reMmaHruomMmbl U TeNieaHrn3KTasnum.

YCYTYOMATBCS IIPY PasBUTUM KaXeKCuu, Ha (OHe MpOBefeH s
JTy4eBOJi Tepanum.

C mpyroit CTOpPOHBL, IPOTUBOOIYXO/IEBbIE IIPEapaThl MO-
TYT MHAYLVPOBATh 3aIUTHbIE MMMYHHBIE PEAKIMN, YTO CO-
HPOBOXAETCS CeKpeljyell [IMTOKIHOB, BbI3bIBAOLIVX 3yA. Ta-
KOe IpefcTaBieHre 06 IMMYHHOM MeXaHM3Me PasBUTHUA 3y/a
Yy OHKOJIOTMYECKVX TAIEeHTOB OODACHAET 3(PeKTUBHOCTD,
HaIpyIMep, IPeNapaToB, HAPAaB/IEHHbIX HA CHIDKEHIE YPOBHS
uMmyHorno6ymnza E [33].

Kpome TOro, 3yl y OHKOJIOIMYECKMX MAI[IEHTOB MOXXET
CONPOBOX/ATh Crenu@uyecKiie BBICHIIAHNSA, SBIIAIOLINECS
Ppe3y/IbTaToM HepMAaTONOTMYECKOl TOKCMYHOCTM TapreTHBIX
IPOTUBOOIYXO/IEBbIX IIPENapaTtoB WIM VMMYHOTDPOIIHBIX

CONSILIUM MEDICUM. 2022;24(8):504-510.
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Ta6nv|ua 3. HporuBoonyxoneBble npenapartbl, Bbi3biBalowne 3y

Ipynna npenapaTtoB

HasBaHue npenapartos (yacToTa pa3BuTnA 3yaa, %, Npn HaNN4YUN AAHHDIX)

1. Ankunupytowme areHTbl

Tuotena (1-10), mexnopatamuH, mendanat (1-10), xnopambyuun, Temoszonomug (8)

2. AHTMeTabonuTbl

MeToTpekcart (1-5), KaneunTabuiH, reMunTadbuH (13), 6-mepKanTonypuH, KnagpuouH (6)

3. AreHTbl, B3aMMoZencTaytoLmne C Tonon3omepasomn

MpuHoTeKaH, AOKCOPYOULIMH, fayHOPYOVLIMH, AAKTUHOMULMH

4. PeuenTop anupepmanbHoro gaktopa pocta/KnHasa
aHannacTnyeckomn NMmMpombl/MHrMGMTOPLI hakTopa pocTa
SHAOTENVA COCYA0B

SpnotnHM6 (13), uetykcmmab (10), naHutymymab (57)

5. IHrM6UTOpbI MyNbTUKHA3bl MablX MOMEKYI
TMPO3VHKMHA3bI

NmaTnHmb (6-10), AazatHnb (11), HUNoTMHMG (17), copadeHn6 (19), nasonaHmod (3)

6. AHTUMVKPOTPYGOUKOBbIE areHTbl

MaknuTakcen (<1), 3CTPamMyCTUH (2), foueTakces, BAHKPUCTVH, BUHOPENGUH

7. TWCTOH peaueTunasa, MHIMGUTOPbI MPOTeacoMm,
peTUHOWAbI 1 AEMETUNIMPYIOLLNE areHTbl

BopuHocTat (10), TpaHc-peTnHoeBas Kucnota (10-40), 6ekcapoTteH

8. Pa3Hble areHTbl
(6), Tanmpommg,

L-acnaparuHasa (<1), 6neomumumH (>5), npokap6asuH (<1), neHanupomup (42), BemypadpeHuno

9. buonornyeckas Tepanua

N®OH-a-2a (13), UOH-a-2b, UN-2 (48), putykcumab (10), nbputymomab (9), nnunmumymabo (24),
neprtysymab (6), To3uTymomab, anemtysymab

10. DHAOKPVHHbIE NpenapaTbl

AHacTpo3son (2-5), neTpo3on (2), 3Kk3emecTaH (2-5), neiinponug (<5), bukanytamug (2-5),
3cTpapuon, oktpeotus (1-4), megpokcmnporectepoHa auetat (1-10), dbnookcnmectepoH

11. CpeacTBa ANA NleYeHNA reMaToNnornyeckmx peakumi

BapdapuH (<1)

Lap6enoatuH (8), dunrpactum (1-5), caprpamocTim, HU3KOMONEKYNAPHbIA renapuH (<1),

npenaparoB (MHIMOMTOPOB KOHTPONBHBIX TOYeK MMMYHHOTO
orsera, uHrepdeponos — VIOH). IlosBreHne cbimu Haubo-
Jlee XapaKTepHO [/IA GONbHBIX, MOMYYAIOLINX TEPAINI0 MH-
THOUTOpaMIM peLieNTOpa SIMAePManbHOro (akTopa pocCTa,
IpM KOTOPOII IIOpakeHMe KOXM HaOMIofaeTcsl MPaKTUIeCKN
y KXX[JOro marmeHTa. IIpy 3TOM CyXOCTb KOXI CIIOCOOGCTBY-
eT BOSHMKHOBEHMIO MIKPOTPEIINH B SNUAepMICe, MeT/IeHHee
SIMUTENM3UPYIONXCA Ha (QOHe JIeKapCTBEHHOTO ITOfjaBICHMA
npoueccos npomudeparyu u gy depeHInam, YT0 CHoco6-
CTByeT Pa3BUTUIO MAPOHUXUI, YCYTYOMeHNIo CeliddecKux
AKHETOZOOHBIX BBICBITAHMI U IPUCOSAMHEHNUIO BTOPUYHOIL
nabexumy. OfHAKO ¥ [Apyrie IPOTMBOOIYXO/MEBbIe IIpela-
PAaTBL HEPeKO BBI3BIBAIOT MOPAXKEHNE KOXI U ee IPUFATKOB
B paMKax SIBJIEHUIT KOKHOI ToKcmuHOCcTH (puc. 2). Tepamus
HOR6MpPAeTCs C YIETOM CTelleHM TSDKECTH U B COOTBETCTBUM C
MMEIOIIIMUCA PEeKOMeHAIAMM 1 6a3UPyeTcs Ha HAPY)KHOM
u cucremuoM npumMeHenmyt ['KC, aHTUIVICTaAMVHHBIX IIpema-
paToB, aHTHOMOTUKOB M APYTUX CPENCTB, B COOTBETCTBUU C
KIMHIYECKOJ KapTUHON ¥ BapMaHTOM [ePMAaTONOTIYeCKO
TOKCUYHOCTI.

3ypAawme gepmarosbl
Y OHKoOJIOrn4yecKmx nayjueHToB

Eme opHoit BaXkHOI NpUYMHONM 3y[a y OHKOJIOTMYECKUX
[AIIMEHTOB MOXKET CAY>XUTb pasBUTHE [I€PMATO30B, IepBUY-
HBIX /MO0 aCCOLMMPOBAHHBIX CO 3/7I0KAYECTBEHHOI OIYXO-
nb10. Hanpumep, acconmanys co 3/710Ka4eCTBEHHOI OIYXOJIbI0
XapakTepHa [ TepreTudOpMHOro pepMmatuta JOpMHra,
CONPOBOX/AIOIIETOCA CUIbHBIM 3yJOM U JIBYKPaTHBIM IIO-
BBIIIIEHNEM PHCKA PasBUTHS TMMQOMBI U IOBBILIEHNEM PUC-
Ka pasButus nevikemuu [34]. [lepMaTOMMUO3UT TaKKe MOXKET
CONPOBOX/IATHCS CUIBbHBIM 3YZIOM, U1 3TOT IepPMATO3 CBA3aH C
IIPOKUM CIIEKTPOM COMMAHBIX omyxorneit [35]. Takxke acco-
LManyA CO 37I0Ka4eCTBEHHOI OIyXO/IbI0 M 3y[OM XapaKTepHa
IJ1 9PUTPOREPMUM, TPAH3UTOPHOTO aKAHTOIUTIYECKOTO Iep-
MaTo3a, FeHepaIN30BaHHOI KOJbLIEBU/JHON IPaHy/IeMbl, ITapa-
HEOIUTACTMYECKOrO aKpokeparosa 1 gepmarommosuta. CTouT
HIOf{4ePKHY Th, YTO 3yJ MH(QEKIVOHHON STUOMIOTUN TaKXKe Xa-
paxTepeH nys1 narueHToB ¢ 3HO, 0c06eHHO Ipy HAMYUY UM-
MYHOCYTIPECCUI WM B TI€PUOJ, TOCIIUTANN3ALIUNL.

3yn BcneacTBue XPOHNYECKNX
coMaTnyecKunx sabonesaHunin

ITomMyMo mepeyyciIeHHBIX NpuYMH 3yfAa maumeHt ¢ 3HO
MOXET MMEThb paHee BO3HUKIIEE XpOHVI‘leCKoe 3360HeBaHI/Ie,
cornpoBoxXammeecs 3yfoM. Cpean cuCTeMHBIX 3a00/1€BaHMIL,
ACCOIMMUPOBAHHBIX C 3y/IOM, C/IefyeT YIOMSIHYTbh XpOHUYEC-
Koe 3a60)1eBaHMe II04Y€K, XpOHI/I‘{eCKOC 3a6oneBa}me IIe4YeHU
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(puc. 3), nuabert, 3a60/1eBaHNUS IUTOBUAHON >Kele3bl 1 XKerle-
3opeuunTHYI0 aHeMMI0. [TI09TOMY [/1s1 IPaBU/IBHOI AMATHOC-
TUKM TPUYMHBI 3yfja TpebyeTcss BCECTOPOHHee KIMHUYECKOe
U, 10 MOKa3aHMAM, T1abOpaToOpHOe U MHCTPYMEHTaNIbHOe 00-
cnenoBanys. [Ipy BBIABIEHMM XPOHMYECKOTO 3ab0/meBaHus B
KadecTBe IPUYMHEI 3y/ja COOTBETCTBYIOIIAs TepaIs ABIATCS
3aJI0TOM YCIIELIHON KOPPEKI[UI 3TOTO HeNPUATHOTO CyObeK-
TUBHOTO CUMIITOMA.

3ya, accouMMpoOBaHHbI C ICUXNYECKUMU
1 NCMXOCOMaTNYeCKMU paccTpoilcTBaMm

Taxoke J0OKa3aHoO, YTO HA 3yJ, MOTYT BIUATDH TaKyue ICUXMU-
JecK1e pacCcTpoICTBa, KaK TpeBora 1 gemnpeccus [36], cocro-
SIHUS, KOTOpble OCOOEHHO PacIpOCTPaHEHbl y IALMEHTOB C
3HO. PacnmpocTpaHeHHOCTb MENPECCUBHBIX M TPEBOXHbIX
PacCTPONICTB y MAIL[MEHTOB C OHKONOIMYeCKUMHU 3aboeBa-
HyAMHU coctasnfeT 23,4 n 19,9% coorseTcTBeHHO. [Ipn atom
flellpeccUBHast CUMITOMATHKa OoJIee XapaKTepHa /s CTalio-
HapHbIX HanueHToB (37,1%), 4eM 1 amOynaTopHbIx (14,5%);
p<0,001. TpeBOXXHasA CMMITOMATMKa OOHapy>XUBaeT aHAJO-
TUMYHYI0 TeHAEHLVIO M 4Yallle HaO/MIofaeTcsl ¥ CTalIOHAPHBIX
60mpubIX (p<0,001) [13]. IIpn aTOM OTMEYaeTCst ABYCTOPOH-
HAA CBA3b MEX[Y 3YAOM M ICUXUYECKUM PacCTPOIICTBOM:
HaIpyuMep, He TONbKO 3yJi CHOCOOCTBYeT PasBUTUIO TPEBOTH,
HO M caMa TPeBOTa TAKXXe IOTEHLUPYeT 3yH, CO3/aBas 3aM-
KHYTBII IIaTOJOTMYECKMII LMKN «3yfg-TpeBorar. Ilo-Buau-
MoMy, GOpMMpOBaHME 3aMKHYTOIO LMK «3y[—TPEeBOTa»
XapaKTepHO He TOJIbKO A/ TMCTAMUHIPTUYECKOTo 3y/ia, HO U
[ 3y#a APYTUX TUIOB (jepMaTOMIOrMYeCKOro, CUCTEMHOTO,
3yAa Ha 3JTOpPOBOI KOXe) ¥ IPOUCXOFUT Ha ypoBHe I'M [36].
Taxoke Ha NIpuMepe MallMEHTOB C JepMaTo3aMM IIOKA3aHO,
4TO 3y/; CIOCOOEH BBI3BIBATH JIENIPECCUBHOE HaCTpoeHue [37].
IIpy mopospeHuM Ha ICUXOTEHHBIN MM IICUXOCOMATHYec-
KMit XapakTep 3y#a TpeOyeTcsi KOHCYIbTaUMs CMEXHOTO
CrlelManCTa A/is IPOBefeHNs [IcuxoTepamuy 1mbo, o moka-
3aHMSM, — IICUX0(papMaKoTepani.

MpuHUMNbI Tepanuu 3yaa
Y OHKOJIOrn4eCcKnx nauneHToB

TepameBrudeckas TaKTMKa BKIIOYaeT IpPMMEHEHMEe [BYX
TPYIII METOLVK: YHUBepCcaIbHble (TabI. 4) ¥ MHAUBUJYaTbHbIE
(c yueTOM BbISB/IEHHBIX y KOHKPETHOTO IIALMEHTa 3TUOJIOIN-
YeCKUX IIPYyPUTOTEHHBIX (PaKTOPOB) METOHbI NPOPUIAKTUKY
¥ KOppeKLUM 3yja. YHMBepCanbHble METOAbI NPOQUIaKTIKM
U KOPPEKLUM 3Y/ia MOTYT OBITh pEKOMEHOBAaHbI KaXK/[OMY I1a-
LIYIEHTY C 3y[JOM KOXM Ha 9Talle IepPBUYHOTO BU3NUTA U B IEPU-
off 06C/IefOBaHNA M YCTAaHOBICHNS STUOIOTNYECKH 3HAYNMbIX
IPYPUTOT€HHBIX HaKTOPOB.
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Ta6nuua 4. YHnBepcanbHbie MeToAbl NPOGUNAKTUKN N KOPpeKuun 3yAa Y OHKONOTMYeCKUX NaLeHToB

HeneKapcheHHble meToAabl npodmnaK'ranul N KoppeKuun syaa

1. HoweHwe 3aKpbiTol ogexapbl

O6wue 2. N36eraTb neperpeBaHuUs 1 NOBbILWEHNUA NOTAINBOCTN

3. HorTtn fiep>kaTb KOPOTKO OCTPUXKEHHBIM 1 YACTbIMY (MOANMAKBATL YrONKW, NpUAaBas okpyriyio popmy)

1. MepeknioyaTtbca Ha Apyrue 3aHATUA

2. 3aHMMaTb PyKu APYruMmn npegmeTamu

3. PacyecbiBaTb rme npeameTbl

Mcuxonornyeckne Apy pea
no AKo6coHy)

5. OTpearvipoBaHue nyTem Gpr3n4eckomn akTMBHOCTH

4. npaKTVIKOBaTb TEXHUKN paccna6neva (I'IpOCﬂyLIJI/IBaHI/IE NIOOUMBIX 3anucen, YTeHne, nporpeccnBHoOE Mbllle4yHOEe paccna6neH|/|e

1. UcknioueHrie GakTOpPOB, MPOBOLMPYIOLLMX KCEPO3:
+ 3aMeHa Mbifla Ha KpeMm-resib Uv Macsio Ans ayLua

cpeacTea)

aBneHne Ha 0b6nacTb 3yAALLMX yYacTKOB
[HepmaTonorunyeckme A YRALAX Y
5. MprMouKm (Hanpumep, C KpenKnm Yaem)

7. Mpuem aHTUrMCTaMUHHBIX NpenapaTos

« COGMI0AEHNE PEXMMA MbITbA (He 6onee 15 MUH, B HeropAYei BoAe, Noc/e MbiTbA HAHECEHVE YBNAXKHAIOLEro/CMArYaloLWero

2. MpMeHeHe anbTePHATUBHbIX PEAKLIMI Ha 3yA: BMECTO PacUeCchiBaHVA KOXN — NOTUPaHME, MOLWMMNbIBaHWe, MOMNaXuBaHue,

3. HaHeceHve oxnaxgeHHbIX Hapy»KHbIX CPEACTB (YBNAXKHALLEro/CMAryaloLLero CpeacTsa Moo, B Clyyae HasHayeHus
[ePMaTomNOrom, — IeKapCTBEHHOO HaPY»KHOIO CPeACTBa)

4. MNocToAHHOE N peakTUBHOE B OTBET Ha 3yl NCMONb30BaHME YBNaXHALWNX U CMATYaloLWnx cpeacts

6. MecTHOe oxnaxkaeHue (C NPUMeHeHMEM XJ1afareHToB)

IIpu BbIOOpE HAPY)XHBIX CPEACTB /L1 KOPPeKLMy KCeposa
y OHKOJIOTMYECKMX IALMeHTOB IleeCO0OPA3HO IIPUMEHSITD
SMOJIEHTBI U CPeACTBA YXOfia 3a KOXKell, TOATBEpAMBIINE B JIC-
cnefoBaHMAX 3G(eKTUBHOCTD U 6€30MacHOCTh IPU NpUMe-
HEHNY y HALVIEHTOB C JePMATONIOINYeCKIMI 3a00/TeBaHIAMIU.
ITockonbKy mobast IPOTUBOOIIYXO/IEBASs TepaIus HAlIPAB/IeHa
Ha TIOfaB/IeHne MpoleccoB nponudepanun u auddepeHmna-
1y, peanusanys Qapmaxonorndeckoro sapdexra mpoTUBO-
OITyXOJIEBBIX IIPENapaTOB Ha YPOBHE KOXKU 4AaCTO IPUBOIUT K
HapyuieHno GopMuUpOBaHUs 6apbepHBIX CTPYKTYP Koxu. [1o-
9TOMY U3 BCEX CPEACTB /Ie4eOHOI JepPMaTOIOINIeCcKOil KocMe-
TUKM JI/I1 OHKOJIOTMYECKMX MAIIEHTOB Hanubo/ee ONTUMaIbHO
TIOAXOJAIMMIY ABJIAIOTCA CPENCTBA, IPUMEHAEMbIE IIPU CYXOM
aTOIMYHO} KOXKe, IOCKO/IbKY IpM aTONMYECKOM JepMaTuTe
(AT]T) K/1I04EeBBIM ITATOT€HETUYECKUM 3BEHOM ABJIAETCA TeHe-
TUYECKH 00YCTIOBIeHHbII ieeKT GapbepHBIX CTPYKTYP KOXKI.
CoOTBETCTBEHHO, CPECTBA y1e9eOHOIM KOCMETVKI [ cyxol n
aTOIMYHOM KOXM COfiep>KaT KOMIIOHEHTBI, BOCCTaHAB/IMBaI0-
IMe TUIPOIUIIAHYIO MaHTIIO, HAallpaB/IeHHbIe Ha KOPPEKIUIO
MUKpPOOMOMa KOXI, Y HEPEJKO BKIIIOYAIT [OIOTHUTEIbHbIE
MIPOTUBO3Y/HbIe KOMIIOHEHTBHI.

Opnum un3 takux cpencts aAsnderca LIPIKAR BAUME
AP+M (La Roche-Posay), oTHOCcAmuiicsA K MOCIegHEMY IIOKO-
JIEHUIO 3MOJIEHTOB — 9MOJIEHTHI-IITI0C. KpoMe yBIaXKHAIOINX,
JUTIIUI0BOCCTAHABINBAOIINX, CMATYARINX KOMIIOHEHTOB
B coctaB LIPIKAR AP+M BXo#AT MHIpefUeHThl, II03BOJA-
[olIye BOCCTAHOBUTh MUKPOOMOM KOXKM, @ TAK)Ke OKa3blBa-
I0lljiie yCIIOKaMBalllee ¥ IPOTUBO3YAHOE NeNCTBUA. DTU
KOMIIOHEHTBbI BaKHbI i nmanyuenToB ¢ 3HO, y koTopbix Ha-
pylIeHbI 6apbepHble GYHKINY KOXM B pe3y/IbTaTe OCHOBHOTO
3a60/1eBaHMsI MM BO3ENICTBISA JIeKapCTBEHHBIX IPEapaToB.
Kak mpaBuiio, HapylieHne SIuAepManbHOro 6apbepa compo-
BOXTAeTCA CYXOCTDIO KOXKM U 3Y/IOM, UTO ABJ/IAETCS OCHOBHOI
Xanoboil maiueHTta. I10sToMy HpodUIaKTMKa MOABIEHNS
3y/la ¥ CBOeBpEeMeHHas KOPPEKINA KOXXHBIX IPOSBIEeHNUI
1106049HbBIX 3¢ HEKTOB, BHI3BIBAOLINX 3V, ABIAETCA Ba>KHOI
3afiadeil fnA Bpada-onkosnora. LIPIKAR BAUME AP+M co-
IOep>KUT 9KCTPAKThl Macell HATYPa/JbHOTO IIPOMCXOXEHMS
(macmo kapute 20%, Macio KaHOMBI 2%), @ TaKXKe IIULEPUH
I/ MOMEHTA/IbHOTO CMATYEHM, YBIaXKHEHUA U BOCCTAHOB-
neHust rupponunupHoro 6apeepa koxu. Takxke LIPIKAR
BAUME AP+M yMeHbIIaet 3yf 61arogaps BXOAAIIeMY B CO-
CTaB HMALMHAMMAY U TepManbHOil Bofle LA ROCHE-POSAY.
Huanunamup (Burtamun PP, ButamuH B,) sBnsieTcs Bogopac-
TBOPMMBIM HM3KOMOJIEKY/IAPHBIM BeLIeCTBOM, IPMHUMA-
0IIMM y4acTie B psfe KII04YeBbIX IPOLIECCOB IOMeocTasa
koxu. OIHOI U3 ero Ba>KHBIX OCOOEHHOCTEN AB/AETCA aH-
TUTMICTAMMHHOE [IeVICTBUE, KIVHMYECKM BBIpaXkaroljeecs B
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CHIDKEHMM JIOKAJIbHOJ BOCIHAIMTEIbHON peakumy KOXU U
CHIVDKEHUM VHTEHCUBHOCTH 3yAa. Jlpyras ero oco6eHHOCTD —
ydacTie B PeryJIMpOBaHUM OKCUJATUBHOTO CTpecca Opra-
HU3Ma 3a CYeT CBA3BIBAHMs CBOOONHBIX pajukanoB. CTouT
OTMETUTH ellle OJHO CBOJICTBO HMALMHAMMAR, 00yCIOBIN-
Ballee ero IpOTUBOBOCHAIUTEIbHOE U, COOTBETCTBEHHO,
IPOTUBO3YHAHOE [eiICTBUME, UYepe3 MeXaHU3M MHIUOUpo-
BaHusa 3,5-1AM®-docdonuacrepassl. TepmanpHas Bofa
LA ROCHE-POSAY comep>XUT B cBOeM COCTaBe NPUPOJHO
BBICOKYIO KOHLIEHTPAIMIO Ce/leHa — MOIIHOTO aHTMOKCUAH-
Ta. TakKe ce/lleH y4acTByeT B CMHTe3e d-KepaTUHa — OJHOTO
13 OCHOBHBIX O€/IKOB KOXKI, BOJIOC ¥ HOITEIA.

LIPIKAR BAUME AP+M mnopTBepaun CBOX IPOTUBO3YI-
HYI0 9 PeKTUBHOCTb B KIMHNYIECKNX UCCIEAOBaHMAX. Tak, B
OJIHOM HaOTIOIaTe/IbHOM UCCIefoBaHny (py ydacTuu 51 ma-
I[MeHTa B Bo3pacTe oT 3 jieT jjo 61 ropa ¢ At/l cpenneit n 14-
xenoii crenieny, kotopole HaHocumu LIPIKAR BAUME AP+M
1 pa3 B [leHb BE€4Y€POM ¥ OYMILANIM KOXY NIUNNIOBOCCTAaHAB-
muBaronyM ouniaomyuM kpemom-reneM LIPIKAR SYNDET
AP+ 2 pasa B [leHb) YCTaHOBJIEHO, YTO IOCIIE MCTIONb30BAHNA
000uX CpefcTB B TedeH e 14 AHel MHTeHCHBHOCTD 3y/1a YMEHb-
mmIach Ha 41%, a ero IaMTeIbHOCTD — Ha 38% [38].

B mpyroe paHZOMU3MPOBAaHHOE OTKPBITOE KOHTPOIMPYyeMOoe
MHOTOLIEHTPOBOE MUCC/IeOBaHNe BKIIOUMIN 71 HaLMEHTKY
C pakoOM MOJIOYHOI >Ke/le3bl, MOTy4aIoI[yl0 XMMMOTEepanyio
(aHTpauMKIMH WM TaKCaH + TpacTysymab). IlanmenTok pas-
IelVIN Ha 2 TPYIIIBL, YYaCTHUIBI 1-71 TPYIIIIBI MCIOMb30BaIN
CTaHJAPTHYIO CXeMY YXOfia 3a KOXeif, BO 2-Ji TPyIIIle Mal/eHT-
k1 HaHocwmm Ha Koxy LIPIKAR BAUME AP+M pBaknbl B
neHb B TedeHne 12 Hel. DPPeKTUBHOCTD CPECTB OLlEHMBAIN
10 MIHTEHCUBHOCTHU 3yfIa, Kceposa U pasfpaskeHns. Pesynbra-
Thl MCC/IEJOBaHMA TIOKA3aIy, YTO y>Ke uepes 6 HeJ| IalMeHT-
Ki 2-Ji rpynmbel, Kotopsle ucnonbzopamu LIPIKAR BAUME
AP+M, oTMeTunu [OCTOBEPHOE CHIDKEHNE MHTEHCUBHOCTHU
3yla, YMEHbILEHNe Kcepos3a M pasfpakKeHus KOXU, B OTIN-
yye OT 1-ii TPyIIBl, KOTOpas MUCIONb30Baja albTePHATUBHOE
yBIQXHsOIIee cpencTBo. Takum obpasom, LIPIKAR BAUME
AP+M ykpemisAeT 3alUTHble GYHKLIUU KOXKY U YITy4IIaeT Ka-
YeCTBO )KM3HM aLlMeHTOB, IOTyYaolIX XMMUOTepaneBTIyec-
Koe negenue [39].

Takum 06pasom, 3yf B OHKOJIOTMYECKOI IPAKTUKE MOXET
OBITH IONMATUONIOTMYECKIM CUMIITOMOM. B 3aBMCUMOCTU OT
XapakTepa OITyXOJIeBOTO IPOIecca ¥ C yYeTOM KIMHMYECKUX
0COOeHHOCTell MalieHTa MOXKET HOTpeGOBaTbCs PasHOCTO-
pOHHee KIMHMYECKOe, TabOpaTOPHOE U MHCTPYMEHTAIbHOE
obcnefoBaHMe MaIyeHTa, a MOAXOAbI K Tepamuy BKIIOYAIOT
YHUBepCanbHble ¥ cHenyuduieckne IMPOTUBO3YAHbIE METOMBI
JIEYEeHU .
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PackpbITite HHTepeCcOB. ABTOPBI AeKTapUPYIOT OTCYTCTBUE
ABHBIX 1 IOTEHIIMATbHBIX KOHQINKTOB MHTEPECOB, CBA3aHHbBIX
C ny6)1m<aumer7{ HaCTOsIIEN CTaTbU.
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AHHOTauuA

CraTbs nocesLleHa peakomy 3a6oneBaHuto — cuHapomy Mappr-Pombepra. V13noxeHbl coBpeMeHHble NpeaCcTaBieHns o npegpacnonaralowmx dak-
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Abstract

The article is devoted to Parry-Romberg syndrome, one of the rare diseases. Here we declare contemporary views on predisposing factors,
pathogenesis and character of clinical performance. We describe the methods of differential diagnostics, the criteria of diagnostics as well as
contemporary treatment methods. We also describe a case history of the disease.
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porpeccupyiouas remmarpodus mua (hemiatrophia

faciei progrediens; cunonum: 6onesnn ITappu-Pom6epra)
SIBISIETCS PESKUM IPMOOPETEHHBIM HEITPOKOXXHBIM 3a00/eBa-
HYeM HeSACHOU STMONIOTUY, XapaKTepU3YIOIMMCA MeJJIeHHO
Iporpeccupyioleit arpodueit KOKU U TOIKOXKHBIX CTPYKTYP
IIO/IOBUHBI INL[A, IPUBOASAIINM K BBIPQXXEHHOI acCMMMETPUU
U Tpy6BIM acTeTrdecKuM fedexram. B penkux crydasx mopa-
JKaIoTCsA 00€ CTOPOHBI IMIjA WM Ies, IIeYeBOl T0AC, PyKa,
KaK IpaBUIO, HA TOJ )K€ CTOPOHe Te/a, YTO M aTpodus Imia
(B 5% cry4aes). BriepBble 9TO cOCTOsIHME OBUIO OMICAHO OpU-
taHckuM BpadoM C.H. Parry B 1825 1., MOBTOpPHO — HeMeLIKUM
Hespornorom M.N. Romberg B 1846 r. TepMmuH «miporpeccupy-
omas reMuarpodus aMija» BBEGEH HEMELKNMM HEeBPOIOroM
A. Eulenburg B 1871 r. [1].

Cunppom ITappu-Pombepra NpydncsoT K «peKuM 3a00-
JIeBaHAM», I, 110 JaHHBbIM HallnoHaIbHOI OpraHM3aIium pefKux
3a6onesanmit (NORD), B HacTOAIIMIT MOMEHT OKO/IO 1 M/IH JT10-
Jielt BO BCeM MUpe IIOpaKeHbI 3TUM HegyroM [2]. Haie sabore-
BaHIe Pa3BUBACTCA Y XKEHIILVH, YeM y My>KunH (3:0,2), Kak mmpa-
BIJIO, BO3HMKAET B J€TCKOM U IOHOILIIECKOM BO3pacTe 1 OYeHb
penko — y iy crapire 30 yeT. XapaKkTepusyeTcs MelTIeHHBIM
IIporpeccupoBaHyeM B TedeHre 2-20 et ¢ GopMUpOBaHUEM
OCHOBHBIX K/IVHIYECKUX IIPOSIB/IEHNI, IOKa He HACTyIaeT CTa-
6ummsanys. OImucaHbl efUHNYHBIE CITy4ay OCTPOTO TeYeHUs
3ab0rmeBaHs, KOrja reMuaTpodus pasBuiach B TedeHne 1 mec.
Cuanraercs, 4T0 60/Iee OBICTPOE IPOrpeccupoBaHie 3aboseBa-
HISI BCTPEYaeTCsl B Cydae Ae6Ta IIaTOIorM4ecKoro mporecca
B paHHeM JIeTCKOM Bo3pacre [3, 4]. [lanee aTpo¢us nepecraer
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IIPOrPecCUpOBaTh, HO MOXKET BO30OHOBUTBCS B 60JIee O3IHEM
BO3pacTe, OFHAKO 3TO IPONCXOAUT pepiko. Yalle mopaxaeTcs
7neBas cTopoHa [3]. BompIMHCTBO CTy4aeB JaHHOTO CHHAPOMA
CUMTACTCS CIOPAIMNYECKNM, HO OIMCAHBI M CeMeilHble TUIIBL,
HPENIOIOKUTENPHO C ayTOCOMHO-PElleCCBHBIM BapUaHTOM
HaC/IefloBaHMs C HEIONHOi IIeHeTpalMeil IaTo/OTMYecKOro
reHa [4, 5]. Psi aBTOpPOB CYMTAIOT IIPOTPECCUPYIOLIYIO T'eMU-
aTpo(uI0 MIA BAPMAHTOM JIMHEIHOM CKIEPOfepPMMy, HO B
OT/IMYME OT CUCTEMHOJ CKJIepOIepMMy IpOLecC HMKOIZA He
COIIPOBOX/AETCS APYTVIMY IIPOSBNIEHMUAMM KOJIareHosa [6, 7].
Ob1iee caMOYyBCTBME HAIVIEHTOB, CTPAJAIOINX CHHIPOMOM
ITappu-Pombepra, ocTaeTcs yOBIeTBOPUTEIbHBIM — IIPOTHO3
JUIA )KV3HU O/1arONPUATHBIIA, B TO K€ BpeMsA IIPOTHO3 /IS BbI3-
IOPOB/IEHNA — HEOIATONPHUATHBIIL.

Iporpeccupyromas remuarpodus muna Ilappu-Pombepra
MOXKET BBICTYIIaTb CaAMOCTOATE/IbHBIM IEPMAaTO30M WIN SIB-
JIATBCA CHMIITOMOM JPYIMX 3a00/IeBaHMIl, TAKMX KaK CUPVH-
romyenusA, omyxomu VII mapbl depermHO-MOSIOBBIX HEpPBOB
U IIeTHO-CUMIIATNYECKOTO Y3/1a, IMO3JHUM MpOsB/IEHNEM
6oppennosa, 4To TpebyeT MEKAUCLUIIMHAPHOTO MOAXO0AA K
AVArHOCTHKE Y JIEYEHUIO TAaHHOTO COCTOSHMA [5].

OTHOMOTYA U TIATOTE€He3 JAHHOTO 3a00/NeBaHNUA He BBLACHe-
HbL. [Ie60Ty 4acTO IpefIIeCTBYIOT YepEelHO-MO3TOBbIe TPaB-
Mbl, MH(QEKLUMOHHbIe 3ab0eBaHus (AudTepus, poxa, XMHO-
KOKKO3), OCTpO€ HapylleH})e MO3rOBOTO KPOBOOOpalleHMms,
9KCTpaKumsA 3y6a, IOBpeXJeHMe IIEeNHBIX CUMIATHYECKUX
raHI/INeB, ITPOTeHHble MAaHUIIY/IALMM, B YACTHOCT IIpOBefie-
HJIe CIIMPTO-HOBOKAMHOBHIX 0/I0KaJ y OO/IbHBIX C HEBpasIyeil
TPOITHNYHOTO HepBa [2, 3]. B 6onbIIMHCTBE CTydaeB IpUYNHY
BBUIBUTD HE Y[AeTCs U MAlMEHThbl yKa3bIBalOT Ha YHAOBIETBO-
pUTEIbHOE COCTOSIHME 3[JOPOBbsA B IIepMOf Tlepes, MaHudecTa-
1yeit 3abonesannsa. CanuTaeTcs, YTO B OCHOBE IIATOTeHe3a re-
MMATpOGNY IEKUT TPUITEPHOE BO3JEIICTBYE BIILEYKa3aHHbIX
(bakTOpoB Ha CympacerMeHTapHble LiepeOpabHble BereTaTiB-
Hble IIeHTPbI HEPBHOI CUCTEMBI, PACIIO/IOKEHHbIE IIPEVMYILec-
TBEHHO B O0JIACTY TMIIOTAJIaMyca U CTBOJIA TOJIOBHOTO MO3Ta,
npy Hammdmu uX QyHKIMOHA/NIbHOI (BO3MOXHO, FeHeTHYec-
K/ OOYC/IOB/IEHHO) HEJOCTATOYHOCTH. TaK KaK 3TV OTHE/bI
LIEHTPaJIbHOV HEPBHOJ CHCTEMBI OKa3bIBAIOT PEryIMpyoliee
BO3JIE/ICTBME Ha MHOTOYNC/IEHHBlE BeTeTaTVBHBbIE (QYHKLIUM
OpraHM3Ma, HapylleHye X paboThl IPMBOINT K PACCTPOICTBY
pery/siuuy TpopUIecKux IpoLeccoB B 06/1aCTU MHHEPBALUN
COOTBETCTBYIOILETO TAHITINA U, KaK CIIefiCTBIE, Pa3BUTHIO JIO-
KaJIbHBIX aTPOGIYECKIX M3MEHEHWIT KOXKI, IIOTKOXHOM KIIeT-
4aTKy, MblIIevyHoJ TKanyu. Hapymenne Tpoduxm moxer sarpa-
TMBATh M KOCTHBIE CTPYKTYPBI, €C/li 3a00/IeBaHIe BOSHUKIIO B
IETCTBE JO OKOHYAHV Pa3BUTHA KOCTHOI TKaHU.

Knuunyeckne mpossnennsa cunppoma Ilappu-Pombepra
MOTYT BapbUpOBaTh B IMPOKUX Ipefieax: OT JIETKMX, eflBa 3a-
MEeTHBIX VI3MEHEHMII, He IIPUB/IEKAIOINX BHIMaHNe HalieHTa
U He MOTUBMPYIOLIUX €r0 0OPaTUThCA K BPady, 4O BbIPAXKEH-
HOJ1 aCIMMeTPJI, IIpU KOTOPOJ OffHA CTOPOHA /ML OyZeT «3a-
TOHYBILIEI», «BIIA/ION», YTO 3HAYUTEIBHO YXYAIIAeT KaueCTBO
XM3HY OO/IBbHOTO, NIOBBIIIAET YPOBEHb TPEBOTU U JIEIIPECCHUIL.
ITosToMy onpemenuTb UCTMHHYIO YacTOTY HAHHOTO CMHJPO-
Ma B 0O0lIeli HONMyAALUM CIOKHO, OCOOEHHO B Hada/IbHBIN
nepuop, 3aboneBanusi. CrereHb BBIPRXKEHHOCTH KIMHIYECKOI
KapTUHBI COOTBETCTBYET OPraHMYeCKMM HoBpexaeHmsaM. Ha-
Ya/IbHble U3MEHEHN JINLA OOBIYHO Pa3BUBAIOTCS JIOKAIbHO B
006/1acTH MHHEPBALMY OFHOI WV HECKONIbKUX BEeTBEl TPOIi-
HJYHOTO HepBa, Yallle B CKY/TOBOII 00/IaCTU M HVDKHEI Yeoc-
1. IIOCKO/BKY IIpoliecc IIporpeccupyer, MU3MeHEHMs 3aXBaThl-
BAIOT KOXY /102, OPOUTEI, LIIeKM MU BCeil IOTIOBVHBI JINIA, B
PenKyX cmydaax (IIpUMepHO Y KaXKJOTro 5-To alyeHTa) — e,
Ileda ¥ fjaKe TYIOBUINA. Y 4YacTM MAlMEHTOB Ha TpaHNIe
arpoduUecKMX M3MEHEHMII CO 3[JOPOBOJl HEIOBPEKIEHHO
KOXKeil MOXKeT 00pa3OBBIBATbCA XapaKTepHas 4YeTKas JMHMA,
IPOXOpANIas BEPTUKATIbHO, HO He IIepeXofiAIas CPefMHHYIO
mmunio. Hepenko aTpodum mpepiectByeT Tumep- Win IUIO-
IIUTMEHTAlMA KOKU B BUJie OYaroB HEIPaBMUIbHON (OPMBI
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BOMM3NM I1asa, Ha 1ieKe, 10y WM HIDKHeN 4emoctn [2, 3, 5].
Vuorga [0 pasBuTMs OUTMEHTAUMM HAOIIOFAIOTCS SIBICHUS
TPUTeMUHATbHON HeBpanruyu. BO3MOXHBI JeMUIMeHTAIUs
(mmocemenme) BOIOC BOMIOCKCTON YaCTV TOJIOBBI /WU SABTICHNA
OYaroBOJ a/IONeNNM Ha IOPaKEHHOV CTOPOHE, B TOM 4NCIIE
BBIIIAJIeHIe PECHULL 1 OpOBell. Y HeKOTOPBIX ALMEHTOB BbIIIa-
IeHye BOJIOC 9acTO ObIBaeT CaMbIM PaHHUM IIPU3HAKOM 3TOTO
3aboneBannms. C TedeHMeM BpeMeHM B IIOPAXKEHHBIX yIaCTKaxX
KOXM pas3BMBaeTcsi ymrotHeHue (umHpypauus). Heobxopm-
MO OTMETHUTD, YTO KIMHUYECKN MHAYPALSA KOXY IPU IeMMU-
arpoduu ITappu-Pombepra BblpakeHa B MeHbIIe]l CTElEeHN
WIN JfaXKe MOXKET IIOJIHOCTBI0 OTCYTCTBOBATh II0 CPaBHEHUIO
¢ 6orree BBIpaXXEHHOI MHAYPALell B 049arax O/IAIIeYHOI Win
JIHETTHOM CK/IEPOIePMNU, YTO SIB/ISETCS BaKHbIM AnddepeH-
LVaIbHBIM ITPMU3HAKOM [2, 6]. Takoke mpy reMuaTpoduy HUKOT-
Ia He HaO/MIOAeTCs Ha/IMYMe BOCIIA/INTENBHON 3puTeMsl [8, 9].
3aTeM yIUIOTHEHIE B OYarax OpakeH st Ha JIMIfe paspelraeTcst
¢ popmupoBaHueM aTpoduu — KO>Ka UICTOHYAETCS, CTAHOBUTCS
MOPIIMHNCTOI, CyXOif, HATIOMIHAaeT IlepraMeHTHYI0 6yMary, xa-
paKTepHa IOBbILIEHHAS] PAHUMOCTbD, [IPOCBEYNBAIOT MOKOX-
Hble KallVJULAPBI, YMEHbIIAeTC IIOTO- ¥ canooTaeneHue [4].
OO6BIYHO MOpaXKeHHasA KOXKa He CIasHa C MOMIeXKAlVMIU TKa-
HSIMU, HO B OTAE/IbHBIX C/Iy4Yasx, HA0O0POT, MOXKeT ObITb TYTO
HaTAHyTa. [lo3)e B MATONMOIMYECKMII IPOLIECC BOB/IEKAIOTCA
MOJ{KOXKHO-XMPOBasi KJIETYATKA M MBIIII[BI JINI[A, d TAKXKE KOCTHU
JINLEBOTO CKeneTa. Bee aTo mpuBopuT K rpyb6erinteit nedopma-
L[MM JTULA B BUJE 3HAUMTETBHON aCMMeTpuu: 60/IbHasI CTOPO-
Ha BBIIVIANUT MEHee 3[,0pPOBOIL, aMVMIYHA, YMEHbIIEH pa3Mep
KOCTel1, MICTOHYEHbI MATKIE TKAaHM, KOXKa CMOPIIeHa, UCIelpe-
Ha 60pO3aMu, OTMEYAIOTCSI Cy)KeHNe [Ia3HOI eIy 1 3amajie-
HIfe [JIa3HOTO sI6710Ka, Ha TIOPaKEHHOI CTOPOHE TaK)Xe MOXHO
BBISIBUTH YMEHbIIEHE VIIHOM PAaKOBUHBI (yXO BBIIIAANT OT-
TOIBIPEHHBIM 13-3a MOTEPU IOALEP)KMBAIOIINX TKaHeir) [3].
B HEKOTOPBIX CITy4asAX OTMedYaeTcsA aTPOdUA MBIIIL HOCA VTN
OJIHOJI IIO/IOBMHBI 513bIKa, YTO IPUBOLUT K aCUMMETPUM HOCA
VIU PTa B HAIIPaBIeHUM IIOPKEHHON CTOPOHBI. YMeHbIIEHE
KOCTell BepXHell 1 HYDKHEN 4Ye/II0CTY MOXKeT IIPUBOJUTD K He-
[PaBUIPHOMY PacIIONOXKEHNUIO WM JaXKe BbINaieHNI0 3y60B Ha
HOPa)XEHHO CTOPOHE, HAPYLIEHNIO IIPUKYCa, CAMOIIPON3BOIIb-
HOMY IIEPE/IOMY VW/IM CaMOPAa3pPyLICHNIO YETOCTI 1 HEIPOu3-
BOJIBHOMY CIa3My (TpM3My) >KeBaTeIbHOI MYCKymaTypsl [1].
OpHa CTOpOHa BepxHell IyObl MOXeT MMeTb HeoObIYaiiHO
CKPYY€eHHBII peibeHbIT BHELHNIT BI, B PE3y/IbTATe Yero He-
KOTOpbIe 3yObI MOTYT ObITh 0OHAKeHbI. OOBIYHO ABUTATEIbHAS
(GYHKIMSA TOPaKEeHHBIX MBIIIL HapyLIAeTCs Majo, 00beKTUB-
HBIX PaCCTPONCTB TAKTU/IBHOI U 6O/IEBOIT YYBCTBUTENBHOCTI
Her [4]. Hepenko orTmevaercst arpo¢usi roMonarepaabHON
TOJI0COBOI CBSI3KY, IO/TOBUHBIrOpTanu [ 3].Ok01045% 60/1bHBIX
ccurgpomoM ITappu-Pombepra npespacronoxeHsl K HecIelu-
GbUyecKM HeBPOTOTMYECKMM peaKIVAM: SIMUIEITIYecKye
peakIym o THUIY /PKEKCOHOBCKMX IIPUITALKOB Ha CTOPOHE,
KOHTpa/IaTepaIbHOl IOBPEXIEHHOI CTOPOHe /ulia (BCTpeda-
eTcst B 61% ciydaeB Bcell HEBPOJIOTMYECKON CUMIITOMATUKIA),
Hapecre3uy U 60/IeBble CHHAPOMBI Pas/IMIHON JIOKA/IN3ALUN
(omHOCTOpOHHME TOZIOBHBIE 607U, OpodalyanbHble 60/ U
HEBPA/ITMs TPOMHIYHOTO HepPBa), 4aCTO Pe3UCTEHTHBIE K IIPO-
BopuMot Teparun [4]. IlopaxkeHue I71a3 1 nepuopOuUTaNbHOM
obmacTyt BO3HUKaeT 10 35% CiIydaeB U IIpeACTaBisieT coboit
9HOQTanbM (3amajieHne ITA3HOTO sIO/IOKA), 0OYCIOBIEHHBIN
arpo¢ueit peTpobyIbOapHOI KIeTIATKHU, YBEUT, HEIIPOpeTH-
HUT ¥ cuHApoM DBepnapa-lopHepa, cBUIeTebCTBYIOLIMII O
PaccTpoiiCTBe CHMIIATHYECKOi MHHEpBAIMM Ia3HOTrO s6710-
Ka I [IPOSIB/LIIOIUILCS ONYIeHeM BEePXHETO BeKa, Cy>KeHIeM
I[JIa3HOI! Ie/IM, OLfyIIeHneM CyXOoCTH B a3y [3, 10]. Heobxo-
IVIMO OTMETUTb, YTO Y KaXKIOr'0 KOHKPETHOTO 60IbHOTO MOXKET
HaO/II0aThCST Pa3Has YaCTOTa BCTPEYaeMOCTY BBILIEOIVICAH-
HBIX CHMIITOMOB IaHHOTO 3a00/IeBaHNU.

JlMarHOCTVMKa Mporpeccupymiolmiell reMuarpoduy amIa
OCHOBaHa Ha K/IMHMYECKO} KapTuHe 3aboleBaHMA U [aH-
HBIX VHCTPYMEHTAJIbHBIX METOMOB MCCIefoBaHus. [lns mc-
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K/TI0OYeHMs] BTOPMYHOTO XapaKTepa reMuarpoduy ManueHTy
1ie1ecooOpasHO  IIPOBOAMTH KOMIUIEKCHOe 0OcCiefoBaHue:
aneKTpoaHIiedanorpaduio, KOTOpas HOMOXET BbISIBUTD [IOBbI-
IIEHHYIO SIIEITUYECKYI0 aKTUBHOCTD, MATHUTHO-PE30HAHC-
HYIO TOMOTpaduio TOIOBHOTO MO3Ta I UCK/IIOUEHNUs OIMyX0-
Jeit, y9acTkoB aTpoduu i rupporedanun, KOMIbIOTEPHYIO
TOMOrpaduio ¢ KOHTPACTUPOBAHUEM [/ OOHAPY>KEHVsT HOBO-
00pa3oBaHMil LIEHO-CYMIIATNYECKOTO y371a, FYIUIeKCHOe CKa-
HUPOBAHNE WIN YIbTPA3BYKOBYIO [JOIIIEPOrpadgpuio coCyAoB
TOJIOBBI, KAIWULSIPOCKOIIMIO HOTTEBOTO JIOXKA AJIsI OLIEHKM KPO-
BeHamnonHenus [1, 2, 5]. Tuctonornyeckoe uccuenoBatme KOxmu
U MBIIII] IIOK@XeT TOTAIbHYI0 arpoduio, BacKymomaruio [10].
B o6mjem aHanuse KpoBy, KaK [PaBUJIO, OTK/IOHEHNUS He BbI-
SIBIAIOTCS, TOPMOHBI rMno¢msa B mpefenax pedepeHCHbIX
3HAYEeHWIT, aHTUHYK/IeapHble aHTHUTeNa, aHTH-Scl-70, anTnuTena
Kk THK, aHTULIeHTpOMepHbIe aHTUTeNa He 0OHAPY>KMBAIOTCA.
Tak)ke BceM MaljyeHTaM MOKA3aHO CEPOTIOTNYeCKOe 06CIeno-
BaH1e Ha 6oppennos, BUY-undexuyo, cnummc [6].

Iuddepenunanpuyo [uarHoctuky cuHppoma Ilappu-
Pombepra HeoOXO[MMO IIPOBOAUTH C OYArOBOI U JIMHEITHOI
CKJIepofiepMuelt, munoarpodueit (Harpumep, 06yCIOBIEHHOM
BUY-undexuueir), raybokoit arpodueit oT BHYTPUOYaroBo-
rO BBENEHUS KOPTMKOCTEPOU[OB, (DM3MOMIOTMYECKOl acuM-
MeTpueil Iuna MAM Kpusouleeil, cuHapoMoM lonbaenxapa,
CUpUHTIOMIe/IVelT, MAnonarndeckoit arpodopepmueir ITasu-
Hu-IIbepuny, onyxonamu VII mapbl 4epenHbIX HEPBOB U 1€ -
HO-CHMIIaTHYeCKOTO Y3/Ia U [O3HIMM IIPOsIBTIeHMsAMMU 6oppe-
nmosa [1].

Ha cerogusmuuit feHp a¢ddektuBHoOro creunnduiecko-
rO IMATOTeHETNYeCKOro jedeHmsi remmarpodum mmna Ilap-
pu-Pombepra He paspaborano [11]. CTaHFapTHOrO anrOpuT-
Ma BeJleHMsl TaKMX IAI[IEHTOB He CyulecTByeT. IIpoBopuTcs
TOJIBKO KOMIUIEKCHAs CUMIITOMATUYeCKasi Teparusi, B OCHOBe
KOTOPOIl JIeKaT OGeclipepblBHAsI Tepamys Ba3OaKTUBHBIMU U
MeTaboNMM4eCcKIMY BellleCTBaMM, Ha3HadeHMe aHTUTUIIOKCaH-
TOB, HENIPOIIPOTEKTOPOB, HOOTPOIIOB, TPOTEOTIUTIIECKIX ITpe-
mapaToB (MeHNIM/UIAMIHA, /IVA3bl, BUTAMUHOB Ipymis! B, D,
E, Mekcnpona, ntodnasnua, Koprekcuna, Llepebponnsusa,
AkTOBernHa, IEeHTOKCUGW/INHA, APOTaBepMHA B Pa3TUYHbIX
KoMOMHaIusAx) [5]. B cyyae pasBUTHA SNWIENTUYECKUX TIPK-
CTYIIOB HeOOXOAMM OAO0P aHTUKOHBY/ILCAHTOB. [I/Is1 Kynupo-
BaHIsA 60/IEBOr0 CUHAPOMA Ha3HAYaeTC s aHTUHEBPA/IINIecKoe
neyenne (kap6aMaseryH, fpoTasepuH). JledeHne storo 3abo-
JIeBaHMsI TAKXKe BK/IIOYAET CPeACTBA U3 IPYII KOPTUKOCTEPO-
UJI0B, aHTUMA/LIPUITHBIX MIPENapaToB U UTOCTATUKOB (MeTO-
TpeKcat, nuknodpocdamup u azarnonpu) [10]. Viconssyorcs
MeTOfbl (pU3NOTepaneBTIIeCKOro IeYeHNsA: OKCUTeHobapoTe-
pamusi, 37meKTpo- 1 GoHOOpes ¢ Ba30aKTUMBHBIMMU IIpenapa-
TaMM, TUAPOKOPTU30HOM, /edeOHas (U3KYIbTypa, Maccax,
ITYBA-tepanus [8]. Ho sddekr or BbllenepedncieHHOro
JIedeHVsI OLIEHUTD CIIOKHO. KIMHMIMCTB 06BIYHO NPUMEHSIOT
KOHCEepBaTMBHOE JIeYeHNe BIUIOTh GO OKOHYAHNS aKTVMBHO
(asbl mporpeccupoBaHms reMuaTpoduu, 10 ITOro XUpyprude-
CKOe JIedeHNe He PeKOMEH/IyeTcsl, TaK KaK CTPYKTYpBI Yepera
¥ JIMIA TTO/THOCTBIO He cpopMupoBaHblL. VI He paHee yeM depes
TOff TIOC/Ie CTVXAHVS MATOJIOTMYIECKOTO IPOLiecca MO>KHO IIpH-
0erHyTh K peKOHCTPYKTUBHOMY fedeHnio [12].

Jlist ycTpaHeHMA KOCMeTHYecKo fedopMariyy IpUMEHSI0T-
51 pas/IMIHble METOMVKI OLIEPATHBHOTO TedeHNsl. ITO MpeX e
BCETO IUTACTHYECKe OLepaLNy C MCIIONb30BaHMEM KOXXHOTO
PeBacKy/LIPU3MPOBAHHOIO JIOCKYTa, KOTOPBII MOXeT OBITb
B3AT M3 Pa3NIMYHbIX Ob6/acTeil Tenma GOIBbHOrO (M3 IaXOBOI
obmactu, obmacTu XK1BOT4, moratku) [12]. Takxke MOXXHO Hpo-
BOJAUTD Ay TOTPAHCIUIAHTALINIO XIPOBOI TKaHU (JIMIOGVINHT
mekn) [13]. ITpu merxoit reMmuarpoduy BO3SMOXKHO BBeJeHME
MMIUIAHTOB U3 Pa3/IMYHBIX OMOfIErpafilupYIOLIMX MaTepuaos,
TaKue KakK IIOTMaKpyIaMI/IHbIe TeJI, T/l HA OCHOBE TMaypo-
HOBOIT K1COoThI. HO 110 MCTedeHnr HEKOTOPOro BpeMeHI KOX-
Hble TPAHCIUIAHTATBI, «4UCTHIA XVUP» WIN Telb NTU3UPYIOTCA,
HOJBEPralOTCA YaCTUYHOM aTpoduu ¥ pyOLeBaHNIo, YTO Tpe-
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OyeT OBTOPHBIX XMPyprudeckux koppekumit [10, 11]. Hanbo-
Jiee IepCIeKTVBHOM Ha CeTONHAIIHUI IeHb IpefCcTaBIsAeTCI
METOfIKa, B OCHOBE KOTOPOJI JIeKUT HEe TOJbKO ayTOTPAHC-
[UTAaHTAIMsl XKMPOBOJ TKaHM, HO ¥ OOoOraljeHue MOCIeNHeN
K/IeTKaMI CTPOMA/IbHO-BACKY/ISPHOM (QpPAKLyM, OIMCAaHHAs
K. Yoshimura u coasr. (2008 r.) [14]. ITo saHHOI METOAMKE yKe
6bUTM [IPOONEpUPOBAHbI eNVHUYHbIE OONMBHBIE C TeMUATpPO-
¢ueit u B Poccun [11]. B ocHOBe 9TOI MaHUITY/ISLMY JI€XKAT
JIMIOCAKIVS XXUPOBOIT TKaHM 60/IBHOTO (¢ X1MBOTA, beep mmu
CIIMHBI) U pasfie/ieHNe ee Ha [iBe YacTit. [IepByIo 4acTh LeHTPK-
(yrupyloT 1 OTAENAT IUIOACIMPALIOHHYIO XKUAKOCTD, KO-
TOpast ¥ HeOOXOMVIMA JIsI 3aMellleHNs feeKTa MATKIX TKaHel
mua. VI3 2-it >xe mopumu myteM GepMeHTALMM KOJUTareHa30i1
BBIAE/LAIOT KIETKM CTPOMaIbHO-BacKy/sApHON ¢paxumn. Ilo-
C/le 4ero HeNOCPeNCTBEHHO Iepel TPaHCIUIAHTAIlVell Bbife-
JIEHHBIE KIEeTKM CMEMMBAIOT C 1-if mopumeit XMPOBOJ TKaHU
U MHBEKIMOHHBIM CIOCOOOM II0f 00IIell aHeCTe3neil TPaHC-
IUVIAHTUPYIOT B AedeKT MATKMUX TKaHeit nmuna [15, 16]. dddekr
OT TAaKOTO JIeYeHNsl CTabWIeH, B OTHANEHHON IIepCIIeKTUBE TN -
3VIC TPAHCIUIAHTVPOBAHHOM XXVMPOBOJT TKAaHM He HaOMTIONANICSL.
Pefkasi BCTpe4aeMOCTb JAaHHOTO 3a00/IeBaHNs, MHOT000-
pasue KIMHUYECKUX MPOSBIEHWIL, [UINTENBHOCTh TEYEHUS U
TpynsHas auddepeHIanpHas AMarHOCTUKA JUKTYIOT He00XO0-
AVIMOCTD OIVICAHVA CTydas U3 Hallleil KIMHNYeCKON IPaKTUKIL.

OnuncaHne KNNHNYECKOro cJlyvan

Mn1 npencrasndem nanueHTKy K., 28 set, xoTopas 6bl1a
HalnpaB/IeHa Ha Kagenpy KOXXHBIX 1 BeHepUIeCKUX OomesHel
MIMCY um. AJV. EBpokumona. IlanmenTka npepbsABidia
»Ka7moObl Ha M3MeHeHue (GopMbl muia ciupasa. CuntaeT cebs
6071bHOII B TedeHMe 1 roja, KOT/ja Cpejiy IIOIHOTO 3[0POBbsI OT-
MeTH/IA [TOsIB/IEHNE O4Yara UIePIUTMeHTalNl HEeIIPaBUIbHOI
dbopmer Ha KOXKe B 067acTV HIDKHeI YemocTy crpasa. K Bpa-
YaM He obpallanach, He neqmnach. C 4eM-mmn60 cBA3aTh HAYaIo
3abomeBaHMs 3arpyAHsAeTcs. IlocTelleHHO NalMeHTKa cTana
OTMeyaThb MOsIB/IEHNE «3alafieHns» B 00/1acTu o4ara, KoTopoe
MeJI/IeHHO JIMHEITHO PaclpOCTPaHs/IOCh [0 IPABOro YIIa PTa.

/3 anaMHe3a M3BECTHO, YTO 60/IbHAsI HEOJHOKPATHO IIPOXO-
[T JIedeHNe Y HEBPOJIOTOB C AMATHO30M «HEBPUT JIMLIEBOTO
HepBa». Hac/ercTBeHHOCTD He OTATOLIEHA.

ITpu ocMoTpe: COCTOsAHME OONBHON YAOBIETBOPUTETIBHOE.
MeHuHreanbHbIX 3HAKOB HeT. TOHYC MBIIIL KOHEYHOCTEN B
HOpPMe, CIJIa JOCTaTOYHasI, BU3yalIbHO aTpOduil MBI KOHEY-
HOCTM HeT.

St. localis: mporjecc Ha /ulle HOCUT aCMMMETPUYHBII XapaK-
Tep, TOKa/IN3yeTCs Ha IIPaBoil MOIOBYHE /IUIA B 00/1aCTY JYTU
HIDKHelt yemocTu. [IpefcTaBien oyarom aTpodun HepaBuiIb-
HOM (’poprI IIMHOM 3,5 CM M IMPUHOM 10 1 cM, MMeeT BbI-
TSAHYTble OYepTaHMsA U 3amafeHus (Jo 4 MM) B LIeHTPaIbHOI
YacTH 110 THUITY JIMHEIHOTO PyOlia C SBIEHUSAMY TUIIEPIIUTMeH-
tauuy 1o nepudepun B BepxHeit yacTu. [logKoxHast XXypoBast
K/IeTYaTKa U IOfIeXKAllyie MUMMUYIECK/e MBIIIIIbI BOB/ICYEHbBI
B IIATOTOIMYECKMII HPOLeCC M MCTOHYEHDI, YTO IPUBENO K
acMMMeTPUN HIDKHel 9acTu mmija crpaba. Koxa B ovare mo-
paXKeHUsI HATSHYTa, CyXasi, CIIasiHA C MTOA/IKAIVMY TKAHIMI.
OtmeuaeTcst gedopManys KpacHOI KaiiMbl Iyb cIpaBa B BUfE
CY)XeHMA IO CpaBHEHMIO CO 3[J0pOBOJI MOMOBUHOM. DyHKIUA
MMMMIYECKMX MBILII He HapylleHa, pacCTPOCTBA YyBCTBU-
TENbHOCTH He Habmofaercs (puc. 1,2).

ITpu o6cnemoBanuy B 061eM aHAMNM3e KPOBU, MOUM, OMOXM-
MIYeCKOM aHaJ3e OTKJIOHEHMII He BBIABIIEHO, OCTpodasHble
mokasaremt (CKOPOCTb OCefaHmsi 3pUTPOLUTOB, C-peaKTyB-
HbIT 6€/10K), 57eKTPO/INTbI KPOBY B IIpefie/iax HOpMbI. bpura
obcrefoBaHa y HEBPOJIOTOB: AYIIEKCHOE CKaHMPOBAHUE CO-
CY[IOB TOJIOBBI, 37IeKTposHIedanorpadusa ¥ MaTHUTHO-pPe30-
HAHCHAsI TOMOTpaduisi TOIOBHOTO MO3ra IIATOMOTMY HE BBIS-
By, AHTuTena K Borrelia burgdorferi u x BUY-undekuyn He
OIpefieIAI0TCA.

Ha ocHoBaHMM aHaMHe3a, XapaKTepHO KIMHUYECKON
KapTMHBl M [AHHBIX JITAOOPATOPHBIX ¥ MHCTPYMEHTATbHBIX
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Puc. 1. AcummeTpurUYHOe NopaXkeHne KoXu nuua.

Puc. 2. Cungpom Mappu-Pom6epra y naumneHTkm K.

METOJIOB VMCCIeOBAaHMII fUAarHOCTUpOBaHa 6Gone3up [lappu-
Pomb6epra (cm. puc. 1, 2).

ITanyeHTKe peKOMEH/IOBAHO C/IEAyIOLee IedeHNe: IPEefHN30-
JIOH B fjo3e 30 Mr B Tab/IeTMPOBaHHOI HOpMe B COUETAHUM C LU~
K/IOCIIOPMHOM B JIo3e 2,5 MI/KI/CYT B 2 IIpyeMa CPOKOM Ha 4 Mec
07, KOHTPOJIEM aHA/M30B KPOBM U MOuM. JledeHue mepeHecia
YZOBTIETBOPUTE/IBHO, HEXENaTebHBIX sABIEHNI He OblIo. [lasb-
HeIIIero MporpeccupoBaHs 3aboneBans (HaOMoeHNe B Tede-
Hute 1,5 rofja) He 0TMe4anoch. PeKOMEH/I0BaHO AMHAMMYECKOE Ha-
O/mofieHye ¢ Ha3Ha4YeHVeM [TOBTOPHbIX KYPCOB KOHCEPBATUBHO
Tepanmy Ipy NpMU3HAKaX YXYAILEHNs KIMHIIECKON KapTHHBL

3aknioyeHue

Temuarpodust nmuua ITappu-Pombepra sBisercss pefkum
AepMaTO30M, XapaKTepU3YIOILMMCS MeJICHHBIM XPOHIIECKIM
TedeHMeM, IPUBOMAIMM K PasBUTUIO BBIPOXEHHOI medop-
Maluy OJHOV MONOBMHBI muia. Heo6XomuMo MOMHUTD, YTO
JaHHAs IATOJIOTVSI MOXKET U IIPOTEKATh KaK CAMOCTOSITE/IBHOE
MMOTIATI9eCKOe 3a00/IeBaHMe, 1 OBITh OHVUM 13 TIPOSIBICHMIT
(cuHEpOMOM) APYTUX HO30JIOIMIl (CUPUHTOMUEINN, CUCTEM-
HOJI CKJIepOfiepMIN), TPeOYIOIUX CIenydUIecKOro NTedeHNsl.
[TosTOMY Ha4Ya/JIbHBIM 3TAIIOM JUATHOCTVKY SBJISAETCS UCKITIO-
JYeHye BTOPUYHOTO XapakTepa reMuaTpoduu, B CBA3M C 4eM
MalMEeHTl HY>KAAIOTCA B KOMIUIEKCHOM [0OOCIefoBaHNN Y
Bpaueil pasINYHbIX crienmanbHocTeil. Ha craguy mporpeccu-
poBaHnus 3aboeBanye TpebyeT NMHAMUYECKO KOHCEPBATUB-
HOJI T€PAINH, IOCTIE CTOVKON CTAabM/IM3aLMy IIPOLecca MOXHO
MpUOErHyTh K PEKOHCTPYKTUBHOMY JiedeHuio. lemmarpodus
muua ITappu-Pombepra B HacTodAllee BpeMs ABIAETCA Mao-
U3y4eHHBbIM 3ab0meBaHMeM U He uMmeeT 3ddexTuBHOI 061IIe-
MIPUHSATON TAKTUKM BeEHNUS OOIbHBIX.

PackppiTiie MHTEpeCcOB. ABTOPHI JIEKTAPUPYIOT OTCYTCTBUE
SIBHBIX U OTEHIIMA/IbHBIX KOHQIMKTOB MHTEPECOB, CBA3aHHBIX
¢ Iy 6/IMKaIyelt HacTOsAIel CTaTbM.
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ITpo6nema 3yga BOIOCHCTON YaCTU F'O/IOBBI

K.B. KatkoBa', K.T. MnueBa’, E.B. lenncosa'? O.B. XKykoBa'?, .M. KopcyHckas ™!

'TBY3 «MOCKOBCKUIA HayYHO-MPaKTUYECKUI LEHTP AepMaTOBEHEPONIorMM U KocMeTonorum» [lenaptameHTa 34paBOOXpaHeHUsA
r. MockBbl, MockBa, Poccus;

2OIrBYH «LleHTp TeopeTuyecknx npobnem ¢pusmko-xummueckon papmakonorum» PAH, Mocksa, Poccus;

3OrAQY BO «Poccuiicknin yHuBepcuTeT ApYy»KObl Hapopos», Mockaa, Poccua

AHHOTauusA

3yA BOMOCKCTOW YacTy rofioBbl 6€CNOKOUT MHOTUX Ntogei. MpuunHamu 3yaa MoryT 6biTb CUCTEMHbIE, NMCUXOTEHHbIE, HEBPOJIOrMYecKre 1 Jepmaro-
nornyeckue 3abonesaHvsa. Cpeau nocnegHMx Hambonee YacTo 3yJOM KOXM FroNoBbl CONMPOBOXKAAITCA cebopeiiHbl fepMaTuT 1 ncopuas. NaToreHes
3TWX HO30J10TUI CUJTbHO OT/INYAETCA, HO B 060UX ClyyYasax MOryT HabnoAaTbCA N3MeHeHNA MUKPOOMOTbI KOXK, MOAAePXKMBalOLLe BOCNANUTENbHbIN
npoLecc, a Takxke NPUCYTCTBYET LWeNyLeHre Y pag APYrUX KNMHUYECKUX NposBieHni. [ToMMMo afeKBaTHON Tepanum BaXkHyto posib UrpaeT Bbibop
cpeacTBa yxopa. Mpun 3aboneBaHNAX BONOCUCTON YacTW roNoBbl B 3afjauu Crieymanmcta BXOAUT NoAGop WaMiyHA U APYrMX CPefCTB, CNOCOBHbIX
[IOMOJTHUTb OCHOBHYIO Tepanuio. K Takum cpeicTBaM NpeabaBNAeTcs psag TpeboBaHMn: OHU JOMKHbI CIOCO6CTBOBATh HOPMAM3aLMm MUKPOOUOTbI 1
pH, cHATWIO BOCNaneHus, yCTPaHeHMIo HENPUATHBIX CUMMNTOMOB, B TOM yncie 1 3yaa. OaHUM 13 Taknx cpefcTs apnaeTca wamnyHb LE SANTI, pemon-
CTPUPYIOLMIA XOPOLLYIO KNUHUYECKYI0 3P dEKTMBHOCTb NPU paLe AepMaTONIOrMYeckx 3aboneBaHuni.

KnioueBble cnoBa: 3y, Koxa ronosbl, ncopuas, cebopeliHblii AepMaTiT, cpefcTBa yxoaa

Ana untupoBaHua: Katkosa K.B., Mnuesa K.T,, lenncoBa E.B., Xykosa O.B., KopcyHckaa W.M. Mpobnema 3yaa Bonocuctoi yactu ronosbl. Consilium
Medicum. 2022;24(8):516-519. DOI: 10.26442/20751753.2022.8.201809
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Itchy scalp

Ksenia V. Katkova', Kristina T. Plieva’, Elena V. Denisova'?, Olga V. Zhukova'?, Irina M. Korsunskaya@“2

'Moscow Scientific and Practical Center of Dermatovenereology and Cosmetology, Moscow, Russia;
2Center for Theoretical Problems of Physico-Chemical Pharmacology, Moscow, Russia;
3People’s Friendship University of Russia (RUDN University), Moscow, Russia

Abstract

Itchy scalp troubles many people. The causes of itching can be systemic, psychogenic, neurological, and dermatological diseases. The most common
dermatological diseases associated with scalp itching are seborrheic dermatitis and psoriasis. The pathogenesis of these diseases is very different,
but in both cases, skin microbiota changes may present, supporting the inflammation. Also, in both conditions, flaking and other similar clinical
presentations occur. In addition to adequate therapy, the choice of care product is important. For a patient with scalp disease, the specialist should
recommend shampoo and other products that can complement the basic therapy. Such products should have some features: they should help
to normalize the microbiota and pH, relieve inflammation, and eliminate unpleasant symptoms, including itching. One such product is LE SANTI

shampoo, which shows good clinical efficacy for several dermatological diseases.

Keywords: itching, scalp, psoriasis, seborrheic dermatitis, care products
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XOTH 3yn koxxu ronossl (3KT) cumraeTcst 9acTbIM sIB/IEHM-
eM, OIIy0/IMKOBAaHHBIX JAaHHBIX O €T0 PaCIpPOCTPAHEHHOCTH
HezocTaTouHO [1]. B uccmenoBanuy, mpoBefeHHOM Ha KO/4ec-
TBEHHO PeIpe3eHTATUBHOI BbIOOpKe HacenmeHuss OpaHiun, o
3KT coobmanocs y 25% nacenenus [2]. Cpegy manmeHToOB ¢

reHepaTM30BaHHBIM MAMOIATUYECKMM 3yIOM ¥ 13% ObL/IO BbI-
SIBJIEHO TIOpaXKeHue BOMOCKCTOI YacTu romossl (BUT) [3].

3KI MoxeT ObITb BbI3BAH Pas3TNYHBIMIU COCTOSHMUAMU, BKITIO-
4as JJepMaTONOIMIECKIE, CUCTEMHBIE, HEBPONIOTMYECKIE U TICH -
xoreHHble 3aboneBanys. Cpeay NALVEHTOB C IICMXOTEHHBIM
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3y[IOM dallje BCETO IOPAXKAITCA KOXKa To/10BbI 1 o [4]. 3KT
MOXKHO KIacCH(ULMPOBATh B 3aBICUMOCTH OT IIOTEHIINAIbHO-
IO OCHOBHOTO 3a00/IeBaHMs.

3KI, cBA3aHHBI ¢ Ha/lM4YMeM MHTep)O/UIMKYIAPHBIX U IIe-
PUGONIMKYIAPHBIX YellyeK U/WIX 3PUTEMBl, MOXET OBITh
BBI3BaH CIEAYIOM[MMIU IPUYMHAMU: CeOOPENHBIN [JepMATHT,
IIcopuas KOXM TOJIOBbI, KOHTAaKTHBIN [IepPMaTHUT, KPacCHBIN
IVIOCKMI JIMIIAN, JEPMAaTOMMO3UT M KCEpO3, BTOPUYHBIA IO
OTHOILEHNIO K aTOI4ecKoMy fiepMaTuty (At]l) Wiy cTapeHuIo
KoX1. [Ipyrumu, MeHee pacIIpOCTpaHEHHBIMY NTPMYMHAMMY 3a-
607eBaHMit KOKU TOJIOBbI, KOTOPbIE MOTYT IPOSIB/IATHCS 3YIOM
KOXKM U TUIIEPKEPATO30M, ABJIAIOTC KPACHBIN BOTIOCAHO JIN-
I, [UCKOMAHAA KpacHas BOMYAHKA U JIAHT€PraHCOK/IEeTOY-
HBUI ructuonutos [5-7]. Tpuxockomus, npsiMoit 3a6op npo6
U TIOCEB ABJIAIOTCSA TO/IE3HBIMM MHCTPYMEHTAMM [/l AMArHOC-
TUKM. [McTomaronorua TakXke MOXKET IOMOYb IIOATBEPAUTb
IMATHO3 B COMHUTE/IbHBIX CITyJasx.

CebopeitHblil fepMaTUT, KOTOPBIM CTPAJAIOT IIPUMEPHO 16%
B3POC/IOTO HAaCeJIeHNs, AB/IAETC OfHOI 113 Hambosee 4acThIX
npyyyH 3KI. Bo dppaniysckoM nccnefosanmy 50% manmeHToB
skanosanuck Ha 3KI. [Ipyrue pacnpocTpaHeHHble CHMMIITOMbI
BKJIIOYQ/TH OLIYLIeHN TIOKa/IBIBAHYIS, CTECHEHNS, 60/ U SKoKe-
Hus [8]. 3yn mpu cebopeiiHOM fepMaruTe OOBIYHO MCYe3aeT
VY YMEHBIIAETCsI TIOC/Ie MBIThS TOJIOBBL. [{uarnos ceb6opeitHo-
TO lepMaTUTa MOXeT ObITh KImHM4eckuM, korna 3KI' cBAzan
C Iue/TyIIeHreM Ha cebOpeiiHbIX JacTsX Teld, TAKMX KaK Cpef-
HASA 4acTb JIMIIA, BEPXHAA 4acTb Irpymy 1 cryHa. OgHAKO ero
HeoOXOAMO OT/IMYATh OT IICOpPHa3a 1 KOHTAKTHOTO IepMaTH-
ta. [Ipy Tpuxockonmu ce6OpeitHbLil ZepMATUT U KOHTAKTHBII
AePMaTUT NPOAB/AIOTCA JPEBOBUHBIMM COCY/IaMM, TOI/JA KaK
IICOpMa3 NMPOAB/IAETCA KPACHBIMM TOUYKAMI IIPU MAJIOM yBeJN-
YEeHUU VM CKPYYEHHBIMM KalWUIAPHBIMU METIAMU NpU 60Mb-
oM yBermdeHun [9].

ITo HEKOTOPHIM JAHHBIM, IIPM IICOpPMA3e OT 3y[a CTpajaer
67-97% mnanuenTtos [10-15]. B wactHoctu, o 3KI' coobua-
noch y 80% IalMeHTOB C ICOPMA30M, M CYLIECTBYeT II0IO-
JKUTENIbHAs KOPPEALMA MEXy TAKECTbIO MOpaKeHMIl Ipu
IIcopyase KOXU TOJIOBBI U TSDKeCThI0 3yAa [9]. BosmMoxxHbIMMI
MeXaHU3MaMy, oObACHAWMMA 3y, Ipu ncopuase BYIL, sB-
JIAIOTCSL TUIIepMHHEpPBAINsA, HellpOreHHOe BOCIasieHue, JVC-
6ajaHC HeNPOIENTHU/IOB, aHOMaJbHOe (YHKLMOHUPOBaHME
neprdepnyecKoil ONMOMZHON CUCTEMBI, BBICBOOOXKTEHIE
LUTOKMHOB ¥ COCYAUCTble aHoMa/mu [16, 17]. Uro kacaet-
Cs Ka4eCTBa XXM3HM, TO 3yJ, PacCMaTPUBaeTCsA OONbHBIMU KaK
BaXHeNmuit GpakTop, HAPYyIIAOWNI TPYROCIOCOOHOCTD, He-
TaTVBHO BIVAKIVI Ha KOHLEHTPALMI0 BHMMaHMA y 52,5%
naiyenTos [12, 18]. XapakTepucTuku 3yga npu ncopuase BUT
Bapuabe/TbHbL: OONMBIIMHCTBO MALMEHTOB CCBUIAIOTCA Ha IIpe-
PBIBUCTBILIT 3yH, a Hanbojlee BXKHBIMU YCYTyOsommmu dax-
TOpaMM SIBJISIIOTCSL CTPecc u Temieparypa [17].

KOHTaKTHBINI JepMaTUT — ellle OffHa pacIpOCTpaHeHHas
npuuyHa 3KI. KamHMuecknm MOXKeT IIpOSABIATbCA 3YHOM,
SpuUTEMON ¥ IenyuieHueM. KOHTaKTHBIA JepMaTUT 4YacTo
OC/IOXKHSIET Apyrue 3a00/7€BaHMsI KOXI TOJIOBBI, TaK KaK Ha-
PYLIECHHBII KOXHBII 6apbep IpeApacroaraeT K CeHCUOMm-
sauum. B ucciemoBanum 1320 HeMeKMX HaI[MEHTOB Haubo-
Jlee pacIpOCTPaHEHHBIMU CEHCUOWIM3ATOpaMM y MAalMeHTOB
C KOHTAKTHBIM JIePMATUTOM KO TOJIOBBI OBIIM KPACKM /IS
BoNoC (m-eHMIeHANAMIUH, TONYO/-2,5-ANaMUH, H-aMIHO-
¢deHom, 3-aMuHO(EHOT, T-aMMHOa300€H30/I ¥ MUPOTa/UION) 1
KOKaMUZOIPOINUIOeTaNH, KOTOPBIIT SIB/ISIETCST OOBIYHBIM KOM-
IIOHeHTOM B maMmyHsAX [19]. JIpyrue pacrpocTpaHeHHbIe ajl-
JIepreHbl KOXKI TOTIOBBL, BBI3BIBAIOIIVE KOHTAKTHBIN JepMaTUT
KO>XI TOTIOBBI, BK/IIOYAIOT OT[YUIKY ¥ KOHCEPBAHTBI, KOTOpPbIe
SIBJIAIOTCS TUIIVYHBIMY MHTPeAIeHTaMI [IIaMITyHell, KOH AWML
OHEPOB U CPEJCTB /I YK/IAIKK BONOC. Y IALMEHTOB C MOJO-
3peHMeM Ha KOHTAKTHBIN lepMaTUT TaK>Ke BaKHO CIIPOCUTD O
TUIIE UCIIONb3YEMON IETKM JJIA BOJIOC, TIOCKO/IbKY IIPUYMHOI
IIPO6IEMBI MOXET OBITh KOHTAKTHBIN JEPMATUT, CBS3aHHBII C
HIIKe/IeM, Pe3MHOI WK ITacTuKoM [19].
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Puc. 1. NaymneHTKa Y. O neyeHus.

Puc. 2. MaymeHTKa Y. nocne neyeHus.

Koxxa ronosel nopaxkaercs u 'y 49,7% 6ompubix Atll [20], a
3KT sABnAeTCA OGHUM U3 BTOPOCTEIIEHHBIX TMArHOCTUYECKUX
kpurepres 110 J. Hanifin u coasr. [21]. Knuanyeckn At[l mo-
XEeT TIPOSIBIIATBCA SPUTEMOI U KCEPO30M, @ AMarHO3 MOXKET
OBbITh OATBEPXK/EH TUCTOMATOMOTHE.

Kpome Toro, 3ys Hab/IIOaeTCst M Py 4YBCTBUTEIBHON KOXKe.
YyBcTBUTENIbHAST KOXKa XapaKTepU3yeTcsi CyObeKTHMBHBIMU
xanobamu Ha fucKoMopT 6e3 IpeficKa3yeMbIX KIacCUYeCKIX
BUIMMBIX IPU3HAKOB pasfpaxkeHNs 1 6€3 MMMYHOIOTMYeCKO-
ro orsera [22, 23]. O6Hapy»xeHO, 4T0 36% 13 400 CyOBEKTOB
B 2 60ONIbHMIAX 3asBUIIN, YTO Y HUX YyBCTBUTE/IbHAS KOXKa rO-
70BbI [24]. [JanbHelIe SIIeMuoI0IM4ecKe UCCAeJOBaHs
I0Ka3amy, 4To 44 u 32% cy6beKTOB 3asABUIN O YyBCTBUTENb-
HOJT KOXKe TOJIOBBI [25]. 3yx 3arparusaeT okomo 60% mopeit ¢
4yBCTBUTE/IbHOI KOXKeli roossI [25]. Kpome Toro, BbiageHue
BOJIOC OBUIO B 3HAUNTENbHOI CTEIIEHN CBA3aHO C YyBCTBUTE/Ib-
HOCTBIO KOKJ TO/IOBBI [2].

CKaJIbIl MMeeT CTIOXKHYI0 HellpOAHATOMUIO C 0OM/IMeM CeH-
COPHBIX HEPBHbBIX OKOHYaHMII B Ca/lIbHO-BOTIOCSIHON eIMHMIIE.
3KI - aTo pacmpocTpaHeHHas anoba, STUONOTMIECKU OHa
MOXKET VIMeTb pasHble MIPUYMHBI, @ IMEHHO JepPMaToNoTuydec-
KIe, HelpolaTidecKie, CCTeMHble U IIcuxoreHHble. [Ipn aHa-
nu3e 1enell B3aMMOJENICTBYA HEPBHBIX OKOHYaHMI CKalbIla
BUJJHO, YTO MX aHAaTOMMU4ecKas u (U3MONOrMYecKas poib B
3yZie UMeeT IepBOCTeNeHHOe 3HadeHue. [IoHMMaHne YHUKaIb-
HbBIX 0COOEHHOCTe! L[elN 3y/ja B KOXKe TOJIOBBI SIB/ISIETCS KITIO-
4OM K pa3paboTke 9p(HeKTUBHBIX METOHOB JIeUEHMS.

B mo6bIx crydasx npyu Hammduy xano6 Ha 3KI u memyme-
HIfe BOXXHO IOR00paTh [Is MalMeHTa CPefCTBa YXOa, KOTO-
pble ObI 06/MafaN C/IERYIOLMMM CBOMCTBAMM:

o CHIDKA/I MHTEHCUBHOCTD 3y/1a;

o OKa3bIBa/IM OTLIETYIINBAOINI 3 eKT;

* YMEHbIIIa/IM BOCTIAIUTEbHYIO PeaKIInIo;

* HOPMa/IM30Ba/Ii MUKPOOVOTY KOXIL.

K TakmM cpefcTBaM MO>KHO OTHECTH IIAMITYHb /I BOCCTa-
HOBJIEHNMs 9YBCTBUTEIbHON M CYXOil KOXXM TONIOBBI JIMHENKN
LE SANTL

B cocTaB cpencTBa BXOAAT MOJIOYHAS M JIMIMOHHAs KUC/IO-
ThI, KCUJIUT, COPOMTOI, IIAHTEHOJI, MAac/I0 aBOKAMIO 1 IIePCHUKa,
6uornyeckuit komiuteke (ppaxunu Lactobacillus plantarum n
pe6noTuku). [laHHble KOMIIOHEHTBI OKa3bIBAIOT YCIOKAanBa-
Iolllee ¥ YBJIQXKHsIMOLIee eliCTBNA, @ OMOTUYECKIIT KOMIIIEKC
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CIIOCOOCTBYET HOpMaMU3auyu MUKpOQIOpbl KOXI 1 obecrie-
4MBaeT NMPOTUBOBOCIAMTUTEAbHBIN 3PEKT 3a CUeT BIMSHUSI
Ha YpOBeHb IIPOBOCIIA/INTENbHBIX IUTOKNHOB. Bxogsmye B co-
craB mamnyHa LE SANTI anbda-rufpokcuKuciors! (Monoy-
Hasg U TMMOHHAs) OTBEYAIOT 3a KepaTOMUTUYECKOe NefiCTBIe,
a TaxKe HOpManusyloT pH KoXXu, KOTOpBIT HapymaeTcs mpu
U3MEHEHNN COCTaBa MMKPOOMOTBI ¥ BOCIIAIMTENLHOM IIPO-
recce. KpoMe 9TOro KMc/IOThl CHOCOOHBI YBETUYUTb CKOPOCTD
OOHOB/IEHNsT K/IeTOK. JIMMOHHasI KMUCIOTA TaKXe MHAYLMPY-
eT npo/mmgepanyio Ko/UlareHa, TeM caMbIM ylydiuas obiiee
cocrostHue KOXn [26]. Ocobblil MHTepec B COCTaBe CPefCTBa
IIpefiCTaB/AeT KCUINT, KOTOPBIN YCKOpsAET BBICBOOOXKIEHIE
MUONUAOB U UX TepeMelleHre MeX/[y 3epPHNUCTBIM ¥ POTOBBIM
C/I0eM, TeM CaMbIM Y/Iy4IIas JIaMe/UIAPHYIO CTPYKTYpy U IIO-
BbIIIast OapbepHyIo QyHKIUI0 Koxu [27]. Tlomumo mpodero B
mamnyHe LE SANTI ucnonssyrorca markue ITAB Ha ocHoBe
KOKOCOBOTO M1 TTa/IbMOBOTO Macesl, KOTOpble 00/1afjaloT XOpo-
MIYMY OYMINAIOMIMMY CBOICTBAMM, HO He OKa3bIBAIOT arpec-
CUBHOTO BO3JEICTBMA Ha HMOBPEXAEHHYI0 M Pa3ApakKeHHYIO
KOXY.

B kadecTBe npumepa sppeKTUBHOCTI MIAMITYHS IPUBOJUM
UCTOPMIO O0TIe3HN MALVEHTKN Y., 25 JIeT, € >)kajobamu Ha 3ypsi-
mMe BbIchinaHKA Ha Koxke BUIL Panee ormeuanoch menyienne
Ha BYTL, koTopoe ocobenHo He 6ecriokono. [JanHOe o6ocTpe-
HIte cBs3biBaeT ¢ nepeHeceHHBIM COVID-19. O6beKTHBHO Ha
(oHe sIpKOII TUIIepeMuy 1 NHGUIBTPALMY KPYITHOIIACTIHYA-
TOe IIeNylIeHne >KenToBaToro 1seta (puc. 1). Ha ocHoBanum
K/IMHNYECKO) KapTUMHBI BBICTAB/IEH AMArHo3 «mcopmas BUI».
IMauyeHTke Ha3HaYeHa Je3MHTOKCYKAIIVIOHHAS TepaIys, MeCT-
HO PEeKOMEH[IOBAHO eXeJHEeBHOEe JCIOIb30BaHMEe LIAMIYHA
LE SANTI. Yepes Hepeno npy IOBTOPHOM ITOCELIEHUN OCTa-
eTCsl HesIpKasi TUIIepeMIst, TerKoe IenyleHye, THQUIbTpaLs
IIO/THOCTBIO paspewniach (puc. 2). XKano6 Ha syp Her. [Taru-
€HTKe PeKOMEH/IOBAHO IIPOfIO/DKUTD MCIIONb30BaHNME IAMITY-
HA 2-3 pasa B HeJle/o JJ0 IOJTHOTO MCUe3HOBeHMsI KIMHIYec-
KX MIPOsIB/IEHNIT. B anpHelieM B KadecTBe MPOGUIAKTUKY
060CTpeHMIT BO3SMOXKHO MCIIO/b30BaHNe MIAaMIyHs 1-2 pasa B
HeJIeIo.

3KTI mpopiomkaeT 0CTaBaTbCsA OCHOBHBIM HEIIPUATHBIM CUM-
IITOMOM JIs1 lepMaTONOrM4YecKux naunento. He Bcerna ects
BO3MOXXHOCTb Cpa3y YCTAaHOBUTb BEpHBIIl AMArHO3 M HadaTb
ocHOBHOe iedeHne. OIHAKO [JO YCTAaHOB/IEHMA [UAarHO3a BO3-
MO>KeH HOf00p afleKBaTHOTO CPeICTBA YXOfia I 0b/IerdyeHns
COCTOAHNA TalVeHTa. B cydasx, Korma [MarHOCTMKA He BBI-
3bIBAaeT TPYLHOCTEN!, PallMOHA/NIbHO HONOOPaHHOE CPEHCTBO
yXOfia JOIO/MHAET OCHOBHYIO TEPAINIO U IO3BO/IAET YCKOPUTD
TOCTMKEHNE 3HAYMMBIX KIMHIYECKUX Pe3y/IbTaToB.

PackppiTiie MHTEPECOB. ABTOPBI I€KTaPUPYIOT OTCYTCTBUE
SIBHBIX VI IIOTEHIINA/TbHBIX KOH(INKTOB MHTEPECOB, CBA3aHHbIX
[¢ r[y6m/[1<aunel71 HaACTOSAIIEN CTaThbMU.
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ToranpHas amonmenys M COCyauCTasa ManbpopMaImsi:

cIy4aliHas acCOIMAaLisA I NPOTHOCTIYecKuit pakTop?

N.10. TonoyceHko™, A.M. Conosbes, ®.A. ConoBbes

®OrbOY BO «MOCKOBCKMIN rOCyAapCTBEHHBIV MeAVKO-CTOMAaTONornyecknin yHmeepcmteT um. A.W. EBgoknmosa» Munsgpasa Poccun,
Mocksa, Poccna

AHHOTauusA

O6ocHoBaHue. [He3gHas anoneuuns (FA) ABNAETCA XPOHUYECKMM PeLMaBUPYIOLMM ayTOMMMYHHbIM 3ab051ieBaHNEM, MPUBOAALLMM K YXYALEHWIO
KauecTBa XM3HU, a KanunnapHasa ManbdopmMaumsa (KM) ABnseTcAa NopoKoM pasBUTUA COCYAOB 1 BCTpeyaeTca y 1/3 60onbHbix TA.

Lienb. BoisiBuTb CBsA3b 0gHOMN 13 popm A ¢ KM B 3aTbinoyHoM o6nacTu.

MaTtepuanbi u metoAbl. Moa HabnoaeHeM Haxoannnch 18 6oNbHbIX ToTanbHoW anoneuueit (TA), 5 My>urH 1 13 KeHLWKH. Bo3pacT konebanca ot
26 po 58 neT, ANNTeNbHOCTL 3aboneBaHunA cocTaBnana ot 1 Ao 29 net. ina onpegenerunsa ceasu mexay KM n TA ncnonb3oBany OTHOLLEHME LWAHCOB C
COOTBETCTBYOLWMMI 95% AOBEpPUTENbHBIMU MHTEPBaNaMu.

Pesynbratbl. ViccnegosaHune nokasano Bctpeyaemoctb KM y naumeHTos ¢ TA B 94,4%. Koppenauna CM n TA okaszanacb CTaTUCTUYECKN BOCTOBEPHOW
B CPaBHEHWW C KOHTPOJSIbHOW FPynMon.

3aknioueHue. PesynbtaTthl CBUAETENBCTBYIOT O HaNMuMmM joctoBepHor cBasn CM n TA, uto no3sonseT caenatb 3akodeHne 06 accounauymm KM nmen-
HO ¢ TAxKenbiMn dopmamu anoneuunn. Kpome Toro, KM moxeT 6bITb LIeHHbIM MapKEPOM 1 MPOrHOCTUYECKUM (aKTOPOM, yKa3blBaloLWMM Ha pa3BuTre
6onee TsXeNbIX GopM U TeueHus MA.

KnioueBble cnoBa: ToTanbHas anonewms, COCyancTas ManbpopmaLma, MPOrHOCTUYECKUNIA pakTop
Ana untuposaHuma: fonoycexko W.10., Conosbes A.M., Conosbes ®.A. ToTanbHas anoneums n cocyanctas manbdopmaLlma: ciydanHas accoymayua
nnu nporHoctnyeckuin paktop? Consilium Medicum. 2022;24(8):520-522. DOI: 10.26442/20751753.2022.8.201540
© 000 «KOHCUITNYM MEOVKYM», 2022 r.
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Total alopecia and vascular malformation: a random association
or a prognostic factor?

Igor Yu. Golousenko™, Anton M. Solovyov, Fedor A. Solovev
Yevdokimov Moscow State University of Medicine and Dentistry, Moscow, Russia

Abstract

Background. Alopecia areata (AA) is a chronic recurrent autoimmune disease that leads to a deterioration in the quality of life. And capillary
malformation (CM) occurs in 1/3 of AA patients.

Aim. To identify the connection of one of the forms of AA with CM in the occipital region.

Materials and methods. 18 patients with total alopecia (TA), 5 men and 13 women were under observation. The age ranged from 26 to 58 years, the
duration of the disease ranged from 1 to 29 years. To determine the relationship between CM and TA, the odds ratio was used with the corresponding
95% confidence intervals.

Results. The study showed the occurrence of CM in patients with TA in 94.4%. The correlation of CM and TA turned out to be statistically significant
in comparison with the control group.

Conclusion. The results indicate that there is a reliable relationship between CM and TA, which allows us to conclude that CM is associated with severe
forms of alopecia. In addition, CM can be a valuable marker and prognostic factor indicating the development of more severe forms and course of AA.

Keywords: total alopecia, vascular malformation, prognostic factor
For citation: Golousenko IYu, Solovyov AM, Solovev FA. Total alopecia and vascular malformation: a random association or a prognostic factor?

Consilium Medicum. 2022;24(8):520-522. DOI: 10.26442/20751753.2022.8.201540

BBepgeHue

THespnas anonenys (FA) - 3To XpoHMYeCKOe PeLUAMBUAPYIO-
Ijee ay TOMMMYHHOe 3a060/IeBaHIe, OIOCpefoBaHHOe T-KIeTKa-
M1, XapaKTepusyoleecs morepeil Booc 6e3 GpopMupoBaHms
PpyO1I0B, mopaXxarolee feTell ¥ B3POCIIBIX BCEX BO3PACTOB, pac
u nnonoB. YacroTa B nonynauum gocruraer 1:1000. B pasputun
3a60/1eBaHMsI MIMEIOT 3HAYEHME TAK)Ke TeHeTnIecKue GakTopbl
U 9K30TEHHBIE TPUITEPBL. ITO JOKA3hIBAETCA HEPENKOI CBA3DIO
I'A ¢ aTommueckuM [epMaTUTOM, A/UIEPTUUECKUM PUHUTOM,
acTMOIt, BUTHINTO, TUpeoupguToM Xacumoro [1,2].

Jloxa3aTenbCTBOM ayTOMMMYHHOI IPUPORbI 3a00/IeBaHMA
ABNIAETCA NEeMOHCTPALUA Ha >XMBOTHBIX MOJENAX PONM MH-
TepNIEIKMHOB (M)-2, 15,12, 23, KoTopble MHMIMMpPYT CD8+
T-xmeTky [y1s1 aTaky BOTOCAHBIX (omkynos. Takoke B 9TOM
mpotecce y4acTByIoT Ty4ynble u NK-xmetkn [3].

I'A HapyIaeT ICUXONOTUYECKOE 3J0POBbE, YTO BhIPaXKaeTcs
B YXYZAILICHUN CaMOOICHKY, yYaIllleHN! YacTOTHI TPEBOXKHBIX
U IeNPecCUBHBIX PACCTPONCTB, BOSHMKHOBEHUM IPO6IeM co
B3aIMOOTHOLIEHMAMU B COLMYMeE, YXYAILIEHNN KadeCTBa JKI3-
Hu [4, 5].
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Knnunveckue nposisnennsa I'A pasHoo6pasHbl: 0T He6O/b-
IIUX, OKPYI/IbIX, Pa3MePOM OT MIJUIMMETPOB JIO AECATKOB CaH-
TUMETPOB OYaroB 0 IOJHOI ITOTepM BOJIOC Ha BOTOCUCTOI
gactu ronoBel (BUT), TymoBuige. Takke B IaTONIOrMYecKuit
IIpoLlecC MOTYT BOB/IeKaTbcsl 6poBu (cymepumnmapHas ¢op-
Ma), pecuuubl (ummmapHas ¢opma), obmacts 6opomst (Tun
6ap63) [6].

K opHoit n3 TunmuHbx KmMHUYeckux ¢popm I'A oTHOCKTCA
toranpHas anonerusi (TA), KoTopass HMpPOSABSAETCS IIOTHON
HoTepeit BOJIOC B 06/1acTi CBOfiA Yepera. 3aMedeHo, 4To 6oree
paHHMII BO3pacT Ha MOMEHT LIEpPBOrO SMM30fa 3ab0IeBaHNs
COOTBETCTBYET HOBBIILIEHHOMY PUCKY pa3Butusi TA B TedeHme
sxusuu [7].

Kamumnapuasa mambdopmanua - KM (cMHOHMMBL: OKIU-
IUTajAbHAs T€MaHIMOMA, 3aThUIOYHBI IUIAMEHEIOLINII HeByc,
TUTAHTCKMII TONMy6O0il HeBYC) SBAETCA NOPOKOM PasBUTHA
COCYZIOB, BO3HUKAET Y 25-40% HOBOPOXXEHHbIX, OTHOCUTCA K
ayTOCOMHO-JJOMVHAHTHOMY THUITy Hac/leflOBaHUA U JTOKaIN3y-
eTCsl IIPEUMYIIeCTBEHHO B O0/IaCTH 3aThUIKA WM 3afIHel I0-
BepxHOCTH wren. IIpencTaBiser co6oit 6/1efHO-PO30BBIE IIAT-
Ha HeIPaBUIbHOI (OPMBI, pa3Mepbl KOTOPBIX BapbUPYIOT OT
MIUIMMETPOB IO IeCATKOB CAaHTMMETPOB [8].

Ien» uccnemoBanms — BoissBnerne ceasyu TA u KM B 3aTbi-
JIOYHOI 06/macTH.

Ma'replnanbl n metoabl

ITox HammM HabmOgeHMeM Haxomwinuch 18 6ombHbIX TA:
Myx4rH - 5 (27,8%), xenmmH — 13 (72,2%). Bospact xone-
6acs ot 26 go 58 net (cpegumit Bospacr 35,3+8,32 ropa), amm-
TeNbHOCTD 3a060/IeBaHMs COCTABIIsIIA OT 1 1o 29 j1eT (B cpenHeM
16,13+9,39 ropa). KonTponbHylo rpymry coctaBmmy 90 manm-
€HTOB CO CXOHBIM pacIpefie/ieHIeM II0 MOy 1 BO3PacTy, 00-
PaTUBIINXCA K IepPMaTOBEHEPOJIOTrY II0 MHBIM IIPMYMHAM, €M
BBIMa IeHie BOTIOC.

CpaBHeHMe I'PYIII 110 MO/TY ¥ BO3PACTy OCYLIECTBANOCH 10
kputepuam CrorofenTa. [Insa onpenenenus cesasu Mexay KM
n TA ucnonb3oBanu OTHOIIEHME LIIAHCOB C COOTBETCTBYIOIN-
M1 95% moBepUTeTbHBIMM MHTepBalaMI. Pesy/IbTaTsl cunTamm
CTaTUCTUYECKY JocToBepHBIMY ITpu p<0,05.

KnunHunueckoe Ha6nogeHne N1

Bonpuas I1., 1990 r.p. (31 rog), obparunace ¢ guarnosom TA.

Anammes 3abonesanus. B Bospacre 7 et NOsABUICA HeOONb-
101 o4ar OOIbICEHMA, TOTHA Ke ObII IMocTaBaeH auarHos TA.
Ilo 2010 r. HabmOKaNIOCh BOTHOOOpa3HOe TedeHMe — IepHo-
AMYECK) TOSBILIONIMECS] OYaryl OOJIBICEHVIsI YepeoBaiCh C
nepuopamMu orpactanus sonoc. C 2010 no 2016 1. oTMevanach
nonHas pemuccusi. C 2016 T. BHOBb IOSIBUWINCh O4aru O6OIbI-
cenus, n K 2017 T. MpOMS3OILIO TIOTHOE BBINAJEHNME BOJIOC Ha
BYI, nuue u Terne, T.e. pa3BUIaCh YHMBEPCaNbHAs aloNels,
koTopast mmmack ¢ 2017 mo mapt 2019 r. (6onee 2 net). 3arem
IIOSIBUJINCD BOJIOCHI HA Terte, 6poBM 1 pecHuIpl, kpome BUT.

B anamuese ¢ 1998 r. — aTronudeckuii fepMaTuT, B HacToOsAIIee
BpeMs — PEeMUCCHS, C 9TOTO JKe Tofla — ay TOMMMYHHBIIT TUpeo-
UONT.

Ilony4yana nedeHme: BHYTpMOYaroBble MHDBeKUuM dumpo-
crmaHa no 1 mit 1 pa3 2 Hef, METMIIPEHU3OJIOH O 8 MI/CYT.
Knuundeckoro addexra oT 1edeHns He FOCTUTHYTO.

Ha xo>xe 3atpinounoit obnactu u mwen nmeetcst KM (puc. 1).

KnunHunuyeckoe HabnogeHne N22

[Manmentka C., 1993 r.p. (28 ntet), o6parmiack ¢ guaraosom TA.

Anammes 3abonesanus. YKamo6bl Ha BBIIafieHNe BOTOC C
7-7IeTHETO BO3pacTa. 3aboseBaHMe HAYA/NIOCh C MATE€HbBKOTO
ouara, jlajiee Ipolecc nporpeccuposan go 2004 r. C 2004 mo
fexabpst 2010 r. HabMIO[AIOCh TIONTHOE BOCCTAHOB/IEHE BOJIO-
cstHorO 1oKpoBa. C gexabpst 2010 1. BHOBB CTasIu MOSIBIISITHCS U
3aTeM CaMOCTOSITEIbHO 3apacTarb odary obsicennsi. C MIOHs
2018 1. HaYa/;I0Ch AKTMBHOE BBHINAJIEHNE BONOC, M K AHBAPIO
2019 r.TA crana TOTanbHOM.

CONSILIUM MEDICUM. 2022;24(8):520-522.

Puc. 1. KM B okcunutanbHom o6nactu y nayueHTku M.

Puc. 2. KM B okcunutanbHoi o6nactu y naymeHTkm C.

Ilonyyana nedenme: JJumpocmaH BHYTPUMBILNIEYHO M BHY-
Tpuouaroso 1o 1 mi, YOBb-tepanuio 3 pasa B HefleN0 B Tede-
Hue 1 Mec, MeCTHO pacTBop 2% MuHOKcuauma. Knmuanyeckoro
addexTa OT IedeHNs He JOCTUTHYTO.

Ha xoxxe 3aTbIIOYHOJ 06/1aCTI 1 3aHell IOBEPXHOCTH LIen
JeTKO Busyanusupytorcsa odaru KM (puc. 2).

PesynbTaTtbl n 06cyxKaeHne

V 17 u3 18 60/1bHBIX MME/ICh BBICHIIAHMS B 06/IACTY 3aThIIKA
B BUJe ILITeH 6/IEHO-PO30BOrO LIBETa, C HEPOBHBIMMU O4YepTa-
HUAMY, YaCTO HAIIOMMHAIOMIMMU «A3BIKM IUIAMEHN», pasMe-
pamu ot 0,5 o 10 cm. Ilpu HajaBnIMBaHMYM NATHA MCYE3AIN.
Takum obpasoM, y 17 (94,4%) HanyeHTOB AMarHOCTMPOBAHA
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KanWIIsApHas reManruoMa. B kontponbroii rpynne KM Bcerpe-
vanach y 9 (10%) denosek. Pasmiune Mexxmy rpymmnamu O6bU1o
CTaTUCTUYECKY JOCTOBEPHBIM (OTHOIIeHNe 1aHcoB — 2,01, 95%
IoBepuTenbHbI MHTEpBan 1,39-2,71; p=0,011).

Xota KM u T'A kak camocrosTenbHble 3a60/1€eBaHNA U3BECT-
HBl JIaBHO, B3aMIMOCBA3b MEXIY HMMM BIIepBble OIJCaHA B
1988 1., u npopemoHcTpupoBano Hamdre KM y 31,2% 6ornb-
HbIX 'A, a B KOHTPO/IbHOI rpymnne — y 4,5%. ABTOpbI 06paTnm
BHUMaHIe, 4TO cpefu 60mbHbIX TA M yHUBepCalIbHOI ano-
nenueit (YA) pacnpocrpanerHocts KM 6bu1a ropaspo Bbiiie
(58,5%), uem B cpegHeM 110 rpymnie [9]. B nanpHerinem o6Hapy-
XKVJIM TOCTOBEPHO CU/IBHYIO CBSI3b MEXJY TsDKeTbIMU popma-
My asonenny u HammuueMm KM: 95,8% — nmpu YA, 86,7% — npu
TA nporus 8,3% — mpu nerkux popmax I'A u 15,6% — B momy-
JISIMY HOBOPOXKAEHHBIX [10].

ITospHee ompepeneHo 6onee dacToe BoisiBneHne KM y maru-
eHTtoB ¢ I'A (17,6%), yeM B KOHTponbHOI Tpymie (9,3%). AB-
TOPBI OTMETIIN KOppesLuio 6ojee TsKenmoro tedeHus [A u
namanst KM (p<0,001) [11].

Hamre mccnemoBanme IOKasano BBICOKYIO BCTPEYaeMOCTb
KM y nanuenTos ¢ TA - 94,4%. Koppemanusa KM u TA oxasa-
JIach CTATUCTUYECKM JJOCTOBEPHOI B CPaBHEHMM C KOHTPOJIb-
HOJI TPYIIIOi. YUUTBIBAsA TAXKETBI XapaKTep a/oNelun y Bcex
6onbHbIX (TOTa/mbHasA GOpMa), @ TaKKe Apyrue GpakTophl, I0-
Ka3bIBaIOILMe TsDKECTh 3a00/IeBaHNMsI, — paHHee Hadamo B fieT-
CKOM MM TIOf[POCTKOBOM BO3pAacCTe, IJIMTENbHOCTb TE€YEeHUA
(B cpenHeM 16 net), HeadpPpeKTUBHOCTD CTAaHAAPTHOTO jIede-
HIL1, MOXKHO Clie/IaTh 3akmodenne 06 accouuanyy KM nMeHHO
C TSDKeNbIMU pOpMaMi aIOTIeIVI.

3aknouyeHne

Pe3ynbTaThl HAlIEro HAOMIOEHNUS CBUAETENbCTBYIOT O Ha/IN-
unu gocrosepHoii cBsa3u KM n TA. KM moxxeT ObITh LIeHHBIM
MapKepoM I IPOTHOCTUYECKMM (aKTOPOM, KOTOPBII yKa3bIBa-
eT Ha pasBuTHe 6osee TsDKenbix Gpopm u Tevenns TA.

PackpbiTiie MHTEpecOB. ABTOPHI [IeK/IApUPYIOT OTCYTCTBYE
SBHBIX U IIOTEHIIA/IbHBIX KOH(/IMKTOB UHTEPECOB, CBA3aHHBIX
C ny6)1m<aumer7{ HaCTOSIIEN CTaTbU.
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Hepmarodubpocapkoma BbIOyxaromiast

B JIepMAaTONOrM4YeCKOi NMpaKkTuKe. KIMHMYeCKn cnyyan

KINMHUYECKUI CIIYUYAN

M.A. KatnHa™", O.B. lecHnuas’, H.B. PasaHoBsa?

YO «ButebCKmii rocyaapCTBEHHbIN MeAVLUHCKUI YHBEepCUTeT», Butebek, benapyco;
2y3 «ButebCKMit 0611aCTHOM KNMHUYECKMI LIEHTP AePMaTOBEHEPOSIONM U KocMeTonornmy, Butebek, benapycb

AHHOTauuA

Jepmatodubpocapkoma Bbibyxatowwas (Dermatofibrosarcoma protuberans — DFSP) npeactaBnset co6oi me3eHxMMasnbHyto Heonnasuio Gubpoructmo-
LIMTapHOro NMPOUCXOXAEHUA CPeAHeil CTeneHU 3/10KadecTBEHHOCTW. MaToreHe3 DFSP BKoUaeT XpOMOCOMHYIO TPaHC/IOKaLmio, KoTopas NpuBOAUT K
obpa3oBaHuio 6enka CVsAHKWSA, CNOCOOCTBYS POCTY OMYXOJM 3a CYET MOBbILEHHOW BblPaboTKM dakTopa pocTa TpombouuTtos (PDGF). KnnHnueckn Ha-
YMHaeTcA ¢ 6eccMNTOMHON GNOPO3HON Nany”bl AN NAOTHON BAALLKMW, KOTOPaA NOCTEMNEHHO, B TEUEHNE HECKOSbKMX JIET, CTAaHOBWUTCA MHOFOY3/10BOMN
1 aCUMMETPUYHO BbINYK/ION C NpuobpeTeHrem G1oneToBoro unm KpacHo-6yporo otteHka. CTaH4apTOM AMArHOCTVKU ABNAETCA MMCTONOMMYecKoe nc-
cnefoBaHye C BbiABIEHVEM C/1labo OrpaHNMYeHHOro MHPUALTPaTa C MyapoBbIM PYCYHKOM B IepMe, COCTOALLEro U3 NepenneTalomnxca MOHOMOPdHbIX
BEPEeTEHOO6Pa3HbIX KNeToK ¢ Anddy3HbIM oKpalumaaHrem CD34+ npy IMMYHOMMCTOXMMUYECKOM UcciieaoBaHNm. [oTHOe Xvpypriyeckoe ncceyeHne
CUMTAETCA «30/10TbIM CTaHAAPTOM» neyeHus. Habniopgaeman naumeHTka 35 neT C NepBUYHbIM JMAarHO30M GRisiLLeYHON CKepoaepMmnn Habnoganach y
filepmatorora C 3IeMEHTOM B BUE NMOTHOW GNALLKM B MPaBoVi NOAKIIIOUNYHON 061acTy, NPV MOBTOPHOM OCMOTPE Yepe3 rofi OTMEUEHbI He3HauNTE b~
HbI/i POCT oyara v MosBNeHNE aCMMETPUYHBIX MEJTIKUX MIIOTHbBIX Y3J10B, PACMOSIOKEHHDBIX MO ero nepudepun. Mo pesynsraTam rMCTONONMYECKoro n
MMMYHOTMCTOXMMMYECKOTO UCCNejOBaHUI BbiCTaBneH AnarHo3 DFSP, naumeHTKa HanpasneHa K OHKOJOrY AnA MOSIHOTO yAaeHns OnyXonu.

KnioueBble cnoBa: fepmatodprbpocapkoma Bbibyxatowasn, DFSP, CD34+, rnctonornyeckoe nccnefoBaHune, BepeTeHoobpasHble KNeTku

Ona yutupoBaHusa: KatmHa M.A, Jlechuuas O.B., PszaHoBa H.B. [epmatodubpocapkoma Bblbyxaiowas B AepMaToNOrMyeckon NpakTuke.
KnuHnueckuia cnyydaii. Consilium Medicum. 2022;24(8):523-528. DOI: 10.26442/20751753.2022.8.201721
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CASE REPORT

Dermatofibrosarcoma protuberans in dermatological practice. Case report

Maryia A. Katina™", Olesya V. Lesnichaya', Natalya V. Ryazanova?

Vitebsk State Medical University, Vitebsk, Belarus;
%/itebsk Regional Clinical Center of Dermatovenereology and Cosmetology, Vitebsk, Belarus

Abstract

Dermatofibrosarcoma protuberans (DFSP) is a mesenchymal neoplasm of fibrohistiocytic origin of moderate malignancy. The pathogenesis of DFSP
involves chromosomal translocation, which leads to the formation of a fusion protein that promotes tumor growth due to increased production of
platelet growth factor (PDGF). Clinically, it begins with an asymptomatic fibrous papule or firm plaques, which gradually over the course of several
years become enlarged with the formation of asymmetrical multi-nodular structure of purple or red-brown color. The standards of diagnosis is a
histological examination with the detection of a poor limited infiltrate indermis of a storiform architecture consisting of monomorphic spindle cells
and diffuse CD34+ staining during immunohistochemistry. Complete surgical excision is considered the gold standard of treatment. Clinical case:
female patient, 35 years old with a lesion in the form of a dense plaque in right subclavian area was examined by a dermatologist. The primary
diagnosis was made as "morphea". In a year a slight growth of the lesion and the appearance of small firm nodules asymmetrically along the periphery
were noted. According to the results of histological and immunohistochemistry studies the diagnosis of DFSP was made, the patient was referred to
an oncologist for complete tumor removal.

Key words: dermatofibrosarcoma protuberans, DFSP, CD34+, histology, spindle cells
For citation: Katina MA, Lesnichaya OV, Ryazanova NV. Dermatofibrosarcoma protuberans in dermatological practice. Case report. Consilium
Medicum. 2022;24(8):523-528. DOI: 10.26442/20751753.2022.8.201721

sarcoma protuberans — DFSP) npepcrasnsier co60it Me3eH-
XMMaJIbHYI0 HEOIUIasyio (HMOPOIMCTMOLMUTAPHOrO IPOMCXOX-
IeHUs CpefiHell CTelleHM 3/0KadecTBeHHOCTH. CocTasser 0,1%
BCEX 37I0Ka4eCTBEHHBIX HEOIIa3M, 1-6% — Bcex capKoM MATKMUX
TKaHeit 1 18% — Bcex KOXHBIX capkoM [1-3]. HasBanue omyxo-
mm 65110 faHo E. Xoddmanom B 1925 1. DESP perucrpupyercst
IPENMYIIeCTBEHHO B BospacTe 30-40 jieT, yallle y >KEHIVH 1

H epmarodubpocapkoma  BeiOyxatomjasi  (Dermatofibro-

TEMHOKOXXUX. PefiKo BCTpedaeTcst y [ieTelt: B IMTepaType Omu-
caHo MeHee 200 crryyaes [3]. HecMoTpst Ha CXOXKeCTb TEPMIHOB,
mepMaro¢pubpocapkoMa BbIOyXaloljast He MIMeeT OTHOLIEHMA K
repmarodubpome.

DEFSP xapakrepusyeTcs Me[JIEHHBIM POCTOM, MECTHOII
MHBasMell M BBICOKMM DUCKOM peLMAVBa IIOCIe yHaJeHNs
(B 25% cry4aeB pucK peunanBa 4epes 5 1eT), HO HU3KMM PIUC-
KOM MeTacTasyposanus (5%, n3 Hux 1% - B permoHapHble
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mMdarydecKue y3ibl ¥ 4% — ylaJeHHOe MeTacTasNpOBaHue).
daxTopaMy pyCcKa MECTHOTO PeLUAVBMPOBAHUA ABIAIOTCI
HeaJ/leKBaTHasA NepBUYHAA pe3eKILusA, BO3pacT crapie 50 e,
TpaHcdopManya 06braHOro Bapruanra DFSP B dubpocapkoma-
TO3HBII BapuaHT (14-52%). Coob1iaeTcst 0 cry4asx GbICTPOro
poCTa OmyXonu Bo BpeMs 6epeMeHHOCTI. MeTacTasbl peruc-
TPUPYIOTCSI TPEVIMYIECTBEHHO B CIy4YasX MHOTOKPAaTHbIX
MECTHBIX PeLUIMBOB OIYXOIM, PUCK PasBUTHUSA Y[aJIEeHHOTO
MeTaCTa3MpPOBAHMs MOBBIAETCS IpU GUOPOCAPKOMATOZHOM
BapuaHTe ormyxomu (8-29%) [1, 4, 5].

LinToreHeTHdIecKye M MOJIEKY/IAPHBIE MICCTIENOBAHNMA TTOKa3a-
mm, 4to 6onee yeM B 90% ciydae DFSP xapakrepusyeTcs Hasm-
YyeM TPAHCTOKALMY, BKTIOYAIoIeit 06mactyt xpomocom 17 u 22,
t(17;22), ¥ OTIONTHUTENTBHBIX KOMBIIEBBIX XPOMOCOM, COCTOSIIVX
13 YepeyoLXCcs ocnefoBarensrocteit 17(17q22) n 22 (22q12).
®opmuposane t(17;22) IpUBORNUT K CIVAHUIO T€HOB KOJIIare-
Ha I a-Tuma (COLIAI) n cy6bemuumisl B reHa dakTopa pocta
tpombormToB (PDGFp), 4T0 BefleT K MOBBILIEHHO 9KCIIPeCCunt
COL1A1-PDGFf. BriocrmencTBuy HpPOMCXORUT HeNpepbIBHAs
aktyBaims perenropa PDGFf3 TMposuHKMHa3bL, 4TO 3amycKaeTr
npomigepanuio omyxonesbix kiaetok DFSP [1,2-4,6,7].

ITpenmonaraemMeiM ¢axTopoM pucka passutus DFSP saBmsa-
€TCs TpaBMa KOXKI B IIOPKEHHOM MeCTe, BK/II04ast pybelr, Bak-
L[MHALYIO, OXKOT, TATYNPOBKY, YKYCBbI HACEKOMBIX [1, 7].

HauasnbHol1 crafyeit fepMatodubpocapkoMbl ABIeTcA Gop-
MIpOBaHue 6eCCUMITOMHON (prOPO3HOII IAIy/IBI M IIOTHOM
O/IAIKY [[BeTa HOPMA/IBHOM KOXM WM C/IeTKa IMTMEHTHPO-
BAHHOI1, KOTOPas IIOCTEIIEHHO, B TeYeHIe HeCKO/IbKMX JIET, CTa-
HOBIUTCSI MHOTOY3/IOBOJ 1 aCMMMETPUYHO BBIIYKIION C IIPHO6-
peteHueM (prONTETOBOrO MM KpacHO-Oyporo oTTeHka. VIHorma
[EPBUYHBII 37eMEHT MPENCTABIeH aTPOIIecKor OIAIIKOi
¢1omeToBOroO IBeTa, HAIIOMIHAIOLIE CKIePOfIEPMUIO WU Py-
6e11. Bo BpeMs pocTa OIyXO/Iy MOTYT OTMeYaTbCs M3 bA3B/ICHIE,
KPOBOTOYMBOCTD 11 O0Ie3HEHHOCTD. Be3 nedeHust n mpu peny-
muBax DFSP MoxeT JI0KanbHO NMPOHMKATh DIyOke B (acuuio,
peke B MBIIIEYHYIO U KOCTHYIO TKaHb, IHOT/[A METaCTa3UpPOBaTh
B IpyTue OpraHbl Ha IIO3JHUX cTagnAxX [1,4, 8]. TunmmyHpiMM Me-
CTaMV JIOKaNM3aluy ABIATCA TynoBuine (42-49%), BepxHue
KoHe4HoCTH (37%), ronoBa u wmest (13-16%) [1,7-9]. Cyiectsy-
eT IpeAIoIoKeHIe, YTO aKpajIbHas JTOKa/IN3aLVs Yallle BCTpe-
JaeTcA y fieTell, 4eM y B3pocibix [3]. BemencTBue MemmeHHOro
pOCTa BpeMs OT MOSIB/IEHVsI TIEPBBIX K/IMHNYECKNX [IPU3HAKOB
DFSP no nocTaHOBKM [JyarHo3a Ipy JJIMTEIbHOM COXPaHEHUM
cTafyy G/IAIIKY MOXeT COCTAB/IATb MeCSIIbI 1 TOABI [7].

OcHoBa mnarnoctuxy DFSP cocront B marormcronormyec-
KOJI OIleHKe ITIOPa)XKeHHOTO yJacTKa KOXU € MCIIO/Ib30BaHVEM
MHIM3MOHHOI VMM SKCIV3MOHHON OMOICHY C MOCIeAYIOINM
uMMyHorucroxummdeckuM (VII'X) uccnegosanmem.

Ilamozucmonozuueckue npusnaxku. DFSP mnpepcrasiena
IUIOTHBIM MHQWUIBTPATOM B flepMe I/VIIN TIOFKOKHO->KIPOBOIL
krervarke (IDKK) ¢ nedetkumu rpannnamu. B pegkux crydasx
OH OrpaHNYeH TOMbKO AepMoit. Ha craguu 671Ky BBLAB/IAIOTCA
HepaBHOMEPHO pacHpefie/leHHbIe BBITAHYThIE BepeTeHOBUTHbBIE
K/IETKU B BEPXHEll 4acTy AepMbl Oe3 BOB/IeYeHVsI 30HbI [peHia
[8]. B crapguu 06pasoBaHus Y3/I0B MOABIAETCA TUIIMYHAS TUCTO-
JIorMYecKas KapTUHA: MyapOBbIIl PUCYHOK MHPUIBTPATA, Ipef-
CTaBJIEHHBIII BUXPEOOPA3HBIM PACIIONIOXKEHVEM TOHKMX MOHO-
MOP(HBIX BepeTEHOBNIHBIX KI€TOK C HEBBIPAKEHHOI aTUIIMEN
Y CKY[JHBIM WM YMEPEHHBbIM KOJIMYeCTBOM LIUTOIUIa3MbL. SIapa
MOHOMOp(HbIE, OBAJIbHOI WM BBITAHYTON (POPMBI. MMTO3BI
IIPUCYTCTBYIOT, HO HET BBIPaXKEHHO MUTOTUYECKON aKTUBHOC-
TH, IATO/IOTMYECKe MUTO3bI BCTpedaeTcsa pepnko. KomrdecTso
MUTOTHYECKN AEIALIMXCA KJIETOK He IpeBbIIaeT 5 MUTO30B
B 10 momsx 3penus mpu 6onbiiom yBemmdueHnu. Vuunbrpa-
L[Sl OIIYXOJIEBBIMY KJIETKAMJ ITOffKO>KHO-XKMPOBOI K/I€TYATKI
NpUJIAET €/l TUINYHBIA «IYEUCTBI» BUJ, M3-3a CKOIJIEHMIA U
JIMHEIHBIX MPOC/IOeK afUIIOLNTOB CPEyl OMYXOIeBbIX KIETOK,
KOTOpBble OPMEHTUPOBAHbI NApajIeIbHO SMUAECPMUCY (<HUTU
JKEMUyTa», «KKPy>KeBHOI Bufy»). Hekpossl He Tvnm4HBL nmpep-
MaJlbHas TMIepIIasus BCTpedaeTcs penko [1,2,4,7,8,10].
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UI'X-uccneposanme. DFSP nemoHcTpupyeT BbIpaxkeH-
HYI0 paBHOMepHYI IU(DY3HYO IOTOKMUTEIbHYI 3KCIpec-
cuto CD34. Okcnpeccus daxropa XIIla, SMA, Desmin, S100,
Melan A u kepatuHOB oTpunarensHas [1,4,7,8,11].

Ikcnpeccusa CD34 He apnsercsa yHukanpHOM panas DESP.
Jpyrve ommyxo/u, BKIIOYas BepPETEHOBUHO-KIETOYHYIO JIM-
nomy, prubpomsl, pubpommkcomsl u capkomy Karmomry, Taxoke
akcipeccupyoT CD34 [4].

CymiecTByIOT 1 0c00Oble rycTonornyeckre Bapuantsi DESP.
Cpeny HUX BBIAEIAIOT: PrOPOCAPKOMATOSHBDIN, IUTMEHTHPO-
BaHHBI, MUKCOMMIHBIN, TMTAaHTOKIETOYHBINA, 3epHMCTO-KIIe-
TOYHBIIl, CKIEPOTUYECKUII U TIMIAaHTOK/IETOYHYI (pubpob-
nacromy [4,7,8,12].

B gubpocapxomamosnom éapuanme DFSP npucyTcTByroT
oyary (acuMKyIAPHOTO U eI0YHOTO PACIIONOKEHU ATUIINIHBIX
KJIETOK C Be3VKY/LIPHBIMU sAfpaMiL. [IIs1 9TOro BapuaHTa Xapak-
TepHa 60/Iee BBICOKASI MUTOTUYECKAsE AKTUBHOCTb, Y€M B TUIINY-
Hoit DFSP, n yacto HaOmofaeTcss OTCYTCTBME WIM CHIDKEHME
akcrpeccunt CD34. Tpancdopmanust B GpubpocapkoMaTO3HBII
BapMAHT aCCOLMMPYETCS C HOBBILIEHHBIM METACTATHYECKIIM I10-
TeHIaIoM (Jalle BCEro B JIETKIE), a TAKXKe C 60/iee MHTEHCUB-
HBIM JIOKa/JIbHBIM JeCTPYKTMBHBIM POCTOM. JJaHHBII BapuaHT
BCTpedaeTcs MpuMepHo B 1/5 Bcex cmydaeB DESP. Ouens pepxo
DFSP MoxeT TpaHCPOPMIPOBATHCS B IITIEOMOPPHYIO CAPKOMY.

ITuemenmuas oepmamogpubpocaprxoma (omyxonp benuapa)
XapaKTepy3yeTcsi Ha/M4ueM JEeHAPUTHBIX METaHOLMTOB M He-
60MBIIIMY OTIOXKEHVAMY MeTTaHVMHA B IIpefieNiaX TUIIMYHON OITy-
xom. CD34+, SMA-, Desmin-, $100+.

Muxcouonas depmamodubpocapxoma. [JaHHBII BapuaHT
BCTpeYaeTcs PEJKO, IPYM HEM TUIMYHbIE TMCTOTOTMYeCKe
IPU3HAKM BBIABAKTCA TOMBKO OYaroBO U3-3a BBIPAKEHHOI
MUKCOU/HOIT AereHepanuy oyxonn. Knuundeckn mposisisier-
Cs1 JKe/le0OpasHOl KOHCUCTEHIMEN 1eMeHTOB. MIUKCOUITHBDII
KOMIIOHEHT MOXKET BCTPEYaThCA U B APYTUX BapMaHTaX OIMyXO-
m. CD34+, SMA-, Desmin-, S100-.

Tuzanmoxnemounas depmamodubpocapxoma (penkuii Ba-
puaHT). BepeTeHOBU/IHbIE KITETKI COYETAIOTCA C ITIEOMOP(HBI-
MM VI MHOTOSIIePHBIMY TUTaHTCKUMM KneTkamu, CD34+.

Tuzanmoxnemounas pubpobracmoma. Bcrpevaercs npen-
MYILECTBEHHO y fieTell. [MCTOMOrMyYecKy onpee/AoTcs Hapai-
JIe/IbHbIE IYYKM M3BUTBIX MOHOMOP(HBIX BepeTeHOBMIHBIX
KJIETOK, TPYOBbIil KOJIareH, BBIPaXKEHHBI CKIepO3 1 ICEBJO-
BacKy/ISIpHbIe IPOCTPAHCTBA C IJIEOMOP(HBIMI IMTAHTCKIMUI
KJIeTKaMU, OKPY>KaIOIMMM VX U PacIIoNoXeHHbIMU 1M dysHO.
Tenernueckas anomanmusA cxoxka ¢ DESP. CD34+.

3epuucmo-knemounviii éapuanm (BCTpedaeTcad pPeKoO).
B omyxo/y moMuMoO BepeTeHOBVAHBIX KJIETOK MPUCYTCTBYIOT
KJIETKY C 9KCIEHTPUYHBIMU AAPAMU, YETKUMM SAPBIIIKAMIU U
60/IbIINM KOTMYEeCTBOM JIM30COMA/IbHBIX IPaHyIl. XapaKTepHa
nojoxxurenpHas akcipeccust CD34 u ¢daxropa, MHIMOMpyIo-
1[0 HaTypasibHble KIeTKU-Kuepnr 1C3.

Cxnepomuueckuii eapuanm (Bctpedaercs penko). Omyxonn
U3 BEPeTeHOBMJIHBIX K/IETOK Oo/lee 4eM HAIIONIOBUHY IIpefi-
CTaB/IeHa KOJ/UIAT€HOBOI CTPOMOIL, O€HOI K/IETOYHBIM KOM-
noHeHTOM. CD34+.

MoreKynsapHO-TeHeTU4eCKOe TUIIMPOBAHVE MOXKET CIIY>KUTb
Ba)KHBIM JIOTIOJTHUTENbHBIM JMAaTHOCTUYECKUM MHCTPYMEHTOM
B AMArHoOCTHKe fepmarodubpocapkoMsl BeiOyxaromieit. IIu-
ToreHeTndeckn 6omee 90% ciaydaeB DFSP umeror HecOamaH-
crpoBaHHyI0 TpaHcnokanuo t(17;22)(q22;q13) ¢ dopmmpo-
BaHueM rexa cmusiausg COLIAI-PDGEf u BbICOKMM ypOBHEM
aKcrpeccun cyOpenuHunbl B ¢dakropa pocta TPOMOOLMTOB.
dubpocapkoMaTo3Has TpaHCHOPMALMA YACTO CBsI3aHA C yBe-
JMYeHMeM KOJIMYecTBa KOMuMil reHa camsaHus. TecTupoBaHue
Ha TPAHCTOKAIMIO MOXXET ObITh BBIITOIHEHO C UCIIO/Ib30BAHM-
eM rryopecrienTHOI rMOpuaMsanun in situ wm monuMepas-
HOI L[elTHOII peakiuy ¢ obpatHoit TpaHcKpumveir [4]. Moe-
Ky/IpHO-TeHEeTUYeCKOoe IOATBEPXK/IeHNe Pefiko TpebyeTcs B
Kmaccudeckux cnydasx DFSP. Opnako oHO Heo6xopuMo Ipu
OTCYTCTBUM TUIMYHBIX ITATOTVICTONOIMYECKNX IIPV3HAKOB
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CASE REPORT

Ta6nuua 1. AnarHoctuka DFSP

Buoncna (MHUM3MOHHaA/3KCLM3NOHHAA)

Cnabo orpaHnYeHHbl MHGUNLTPAT B EPME C MyapOBbIM PUCYHKOM W3 TOHKMX MNepPXPOMHbBIX MOHOMOPQHbIX
BEPETEHOBUHDBIX KNETOK C HEYETKOM LIMTOMNNa3MON 1 MOHOPOPMHbBIMU AAPaMK, C1aboii MUTOTUYECKON aKTVB-
HocTblo. HunbTpauma MKK onyxoneBbiMy KNeTKaMm C XxapaKTepHbIM AYENCTbIM BUAOM

UIrX-nccneposaHne

CD34+, paktop Xlll-a-, SMA-, Desmin-, S100-, KepaTuHbI-

leHeTuecKoe nccnepoBaHye [BoisiBReHne
XPOMOCOMHOW TpaHcnokaumm t(17;22)]

OT-NUP, FISH

MpeponepaunoHHaa MPT

[na onpepeneHns pacnpoCcTpaHeHHOCTMN OMyxXonu A0 onepaumn

KT rpyaHon knetku

[Mpy BbICOKOM pUCKE METACTasvnpOoBaHWsA WA CUMITOMAaX MeTacTa3npoBaHus

Mpumeyanme. FISH - dnyopecuenTHaa rnbpuansaums in situ; OT-MNLP - nonmepasHas LienHas peakuma ¢ 06paTHON TpaHCKpUNLMEn.

O6bluyHas ¢r1bpPo3Has rmcTMoymTOMa.

CuHOHMM: fepmatodubpoma

MopBapuaHTbI:

a) aHeBpU3MaTMueckas (remocugepoTnyeckasn) GnbposHaa rmcTMoLUToOMa;
6) KneTouyHas prbpPO3Has rMCTUOLMTOMA;

B) aTMNUyHas (NceBgocapkomaTosHas) GrubposHasa ructrounToma

Ta6nuua 2. Knaccudpukauua ¢pnbpobnactHbix, MmopubpobnactHbix n pubporncTuoyutTapHbix onyxoneii (B03, 2018) [4]

[LepmaTtoMunodnbpoma (CMHOHVM: GNALKOBUAHBIV AepMasibHblii GubpomaTos)

SnuTtennongHaa GubposHasa rnctTrounToma

MnekcudopmHasn GubpormcTroumTapHas onyxonb

Nepmatodubpocapkoma BbibyxaroLasn

BbnsawkosugHaa CD34+ gepmanbHas ¢prbpoma

DrbpocapkomaTosHas aepmatopnbpocapkoma BbibyxaioLas

Dubpombl

[uraHTokneTouHan prbpobnacToma

Muodubpoma/mrodprbpomatos

MoBepXHOCTHbIV $prbpomaTos

Y3noBatblii pacymnT

MoBepxHOCTHasA akpanbHas prnbpomMmrKcoma

KoxHasa Mmmkcoma

DFSP nnu ee ¢pubpocapkoMaTo3HOrO BapyMaHTa, a TAKXKe I
CKpMHUHTA MAIVIEHTOB, HY)X/JAIOIIMXCA B Ha3HAYeHNM MMAaTH-
Huba Mesanara (IepOpanbHbBII MHIMOUTOP TUPO3UHKIHASBI,
6mokupyroumit PDGFBR).

IIpegonepanyoHHas MarHUTHO-Pe30OHAHCHAsl TOMOrpadus
(MPT), Xx0Tb U He sAB/IAETCA 0053aTe/IbHOM, MHOTMA BBIITIOIHS-
eTcs Jyis OIlpefleNieHNs paclpoCTPaHEeHHOCTH OIyXonu. B cy-
vyae pubpocapkoMarosHoil nepMaropubpocapkoMbl BbIOyxa-
IOIIelt, a TakoKe IpY Ha/IMYUY CYMIITOMOB, YKa3bIBAIOINX Ha
MeracrasupoBaHue npu oberanoit DFSP, pekomenayior mpo-
BOAUTDH 0A30BYI0 U CEpUITHYI0 KOMIBIOTEPHYIO TOMOTpaduio
(KT) rpynuoit knetkn [12, 13] (tabm. 1).

DFSP moxeT 6bITh OMIMOOYHO AMATHOCTMPOBAHA Yy AeTel
KaK cocypucras Manbdopmarys, Kelnous, sepmarodudpoma,
py6er; min snypepManbHasi KUCTa.

Huddepentmanbhas guarsoctnka DFSP Y B3pOCTIbIX BK/TIOYa-
eT creKTp pMOPO3HBIX OITYXO7Iel COINacHo Kaaccuukarym Bee-
MUPHOIT opranusarmu 3fpaBooxpasenns (BO3) 2018 r. (Tab. 2).

DraBHble OT/IMYMS MEXAY KIETOYHOI fepMarodubpomoit u
DESP 3axmoyaroTca B XapaKTepe U3MeHEeHNI SIMIepMIICa, BbIpa-
>KkeHHOCTH MHPubTpauym gepmbl 1 IDKK, ocobenHOCTSIX pacto-
JIOXKEHVISI OITyXOJIEBBIX KJIETOK M SKCIIPeCcCHM MapkepoB (Tabir. 3).
Xorst B 5% crydaeB KiIeTOYHas gepMaToduOpoma TakKe 3KC-
npeccupyetr CD34+, okpaiBaHye 04aroBoe Vi IATHUCTOE B
OT/I4MEe OT PABHOMEPHON ¥ MHTEHCUBHOI 9KCIIPECCUI JAHHOTO
MapKepa B cIydae epMaTo($huOpoCapKOMbl BBIOYXAIOLEIL.

Hepmamomuopubpoma (DMF). It1o HOBOOOpasoBaHme
BCTpeYaeTcsA MOYTH MCKIIOUUTENIBbHO Yy JKEHIUH VUM JieTell
MY>KCKOTO IIOJIa IO IIOJIOBOTO CO3peBaHMs, TOKa/IU3yeTcs B
cKIagKax Koxu, Ha mee. Kmuanmdecku DMF mpencrasiser
co60i1 TBEpAYIO O/IAIIKY Ha KOXKe C HeM3MEeHEHHOI! IOBEPXHO-
cTb10. Yallle o HOYHbIE TOPAXKEHM PACTYT [IO ONpefie/IeHHO-
ro pasMepa, HO HMKOIZIa He IO[BepPraloTcs 3/10Ka4eCTBEHHOI
tpaHchopmanyy. DMF MoxeT KIMHIYECKM M ITaTOTUCTONIOTH -
yecky HanoMmuHatb DFSP Ha cragum Onamku. [TaBHBIMU OT-
mmuuaAMyu DMF ot DFSP sBnAoTCA NOBBILIEHHOE KOTMYECTBO
U (parMeHTaIusA MACTUIECKUX BONOKOH, CD34-, B 50% cry-
qyaeB — SMA+. JIpyrumu naTorucTonornyeckKumMy IpusHaKaMu
DMEF aBnAroTcA nerkuit akaHTo3 B SIINJEPMIICE, HEYETKO 04ep-
YeHHBIII MHQUIBTPAT U3 IIYYKOB BEPETEHOBUAHBIX OIyXOJIe-
BBIX KJIETOK, IIapaJ/lIe/IbHbIX SIUePMUCY, IPEeNMYIeCTBEHHO
B IpefieNax JiepMbl. VIHOIZIa BO3MOYKHO OYaroBoe MOpaskeHue
nosepxHocTHBIX cnoeB IDKK. IIpuaarku Koy He BOB/IEKAIOT-
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cs. [luromnnasma 671efHO-303MHOMMIbHAA ¢ MOHOMOP(HBIMI,
CJIeTKa BBITAHYTBIMU A/IpPaMU UM Be3UKY/IIPHAsSA C MaJleHbKU-
M sppbimkami [4, 8,7, 10].

Cnextp muddepenumanbroit guarnoctviku DFSP Bxmovaer
taxke gpyrue CD34+ omyxonn.

Ilosepxnocmnas CD34+ ¢Pubpobnacmuueckas onyxonv
(SCPFT) BcTpedaeTtcst y IAIjeHTOB CPEFHErO BO3pacTa B BIJE
MEJJICHHO PAaCTYIlleli, 0ObIYHO 0e300/Ie3HEHHON OMIAIIKM, BO3-
HUKAOLell B IOBEPXHOCTHBIX MATKUX TKaHAX, IpeMMyllec-
TBEHHO HJDKHMX KOHEYHOCTell, 0cOOeHHO B obmactu 6Gempa,
pexe — BEepXHUX KOHEUHOCTe, ATOANII, PEIKO — BY/IbBBL Pas-
Me€pbI ONyXONM BapbupyroT or 1,5 go 10 cM, MeTacTasupoBa-
HIe VI PeLiIAMBbI HOBOOOPA30BaHNs HOCIIE YaTeHNsI 0OBIYHO
He Hab6mopatoTcs. ITarorucronorndeckn SCPFT jokammsyer-
¢ B IMyOOKUX C71osiX fiepmbl U noepxHoctHoit IDKK B Buze
OYepYeHHbIX 0YaroB, 3a4aCTYI0 JIOKA/IIbHO MHMWIBTPUPYIOLINX
cocegane TKaHu. SCPFT cocTouT 13 IIacToB MM My4YKOB Be-
PETEHOBVIHBIX U SIMTEIVIOUSHBIX KJIETOK C OOV/IBHOM 3€PHIC-
TOI WIM CTEKJIOBUIHONM LuTOIrIasMoii. Yacto Habmomaerca
BBIP)KEHHDIIT AIePHBII MOMMMOP(U3M C IMIPUYYAIUBBIMMU, TH-
NIEpXPOMHBIMU S/IPAMM, COTEP>KAIMMM OffHO MM HECKOTbKO
KPYHHBIX sfpbillek. HecMOTps Ha sifepHbIl IOMMMOpGU3M,
OTMeYaeTCsl Ype3BbIYAllHO HU3KAsA MUTOTHYECKas aKTMBHOCTb
(<1 Ha 50 mosest Ipy 6OIBILIIOM YBEMYEHNN), PEIKO — HEKPO3bL.
MoryT oTMe4aTbCsl He3HaUNMTe/IbHAS BOCTIA/INTeIbHAS NHWUIb-
Tpauysa U MeHucThie KneTku. Vimmynorucroxumumdeckn SCPET
Bcerga fuddysHo sxcrnpeccupyet CD34 1 049aroBO, IPUMEPHO B
2/3 cny4aes, — kepatunbl (AE1/AE3). Peakuus ¢ gpyrumu Map-
Kepamy, Takumy Kak Desmin, SMA n S100, HeratuBHas. More-
Ky/IIpHO-TeHeTHYeCKye HapyIIeHys He BBIAB/OTCA [7, 14-16].

Heidipopubpoma oT MUKCOMEHOrO BapuaHTa Aepmarodu-
6pOocapKOMbI OTIMYAETCSI OTCYTCTBMEM MYapOBOTO PUCYHKA,
TIOTIO>KUTENbHOI 9Kcnpeccuelt S100 u konnarena IV [4,7, 8].

Comnrapras pubposHas Omyxomb OOBIYHO BCTPEYAeTCs y
MIOKM/IBIX JIIOiell Ha KOXXe TO/IOBBI, €M U KOHe4HocTel. Omy-
xo7b Ge3bomesHeHHas, pacTeT U MHQUIBTPUPYET OKpPYIKaI0-
Iye TKaHV MeMIeHHO, PUCK MeTacTasupoBaHus Huskmil. Ila-
TOTMCTO/IOTMYECKY BBIABIIAIOTCA XAOTWYHO PacIIONOXKeHHBIE
OKPYIJIble ¥ KOPOTKME BepeTeHOBUIHbIE KJIETKY C Be3UKYILAp-
HBIMU A[[paMy ¥ HE3HAUUTETbHOM UM OTCYTCTBYIOIIEl IIUTO-
JIOTMYECKOJT aTMIVell Cpeny MIMHHBIX, TOHKVUX VI Iapajieib-
HBIX ITy4KOB KoyutareHa. CD34+, CD99+, STAT6+, Vimentin+,
Desmin-, S100- [1, 4, 7, 10].
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Ta6nuua 3. AudpPpepeHuymnanbHan gnarHoctika DFSP

Hosonorusa Marorucronoruns CD34 SMA S$100 Apyrue
He 3aTtparuBaetca snuaepmuc. IndpdysHan nHGUnbTpaLma Aepmbl C Mya-
OBbIM PUCYHKOM U3 3aBUXPEHUIA MOHOMOPHBIX TOHKNX BepeTeHOBUA-
[Lepmatodpurbpocap- p pucy . P o po P A
Koma BhIByxalowan HbIX KNETOK C HU3KOW MUTOTUYECKOI aKTUBHOCTbIO M Hebonbwnm Konu- | AnddysHo + - - -
4YeCTBOM LiMTOMNNa3Mbl, Aflpa KOTOPbIX MMEIOT OBOVAHYIO MW BbITAHYTYIO
dopmy. Avencras nHounsTpauma MXKK. MopaxatoTca NpuaaTKN KoXn
Twnepnnasua anngepmuca. OyaroBas NHPUNLTPALMA B AePMeE. KepaTuh -
KneTouHas CMelLLaHHbI PUCYHOK U3 MYYKOB 1 MyapOB MOHOMOP®HbIX KNETOK ) Ouaroso + ) P‘?enko
nepmaTtoprnbpoma c 6nefjHoN 3031HOGUNBHO LUTONNA3MON; MATO3bl MPENMYLLECTBEHHO .
o ouaroso Desmin+
otcyTcTBYIOT. nddysHas nHdunbTpauma BepxHein yactn MKK
Jlerkuin akaHTo3 B anugepmuce. MiHdunbtpaT 6€3 UeTKMX rpaHuL Npenmy-
LecTBeHHO B NpeAenax aepmbl. [MpnaaTku Koxu He nopaxatotca. Linto-
[Nepmatomuo- o
dnbpoma nnasma 6neAHo-303MHOPMIIbHAA C MOHOMOPOHBIMM, CNIErKa BbITAHY TbIMUN - (50%)+/- - -
VNN BE3NKYNAPHBIMN ManleHbKUMU AApbIWKamu, Aapamu. MosbllweHHoe
KONMYeCTBO U pparmMmeHTaLmA 31acTYeCKNX BOJIOKOH
MoBepxHoCTHas OvaroBas UHGWBTPaLMA B AePME 13 NacTOB WU NMYYKOB BEpPeTeHOBUS-
. M KepaTtuHbl ouaroso
CD34+ $punbpobnact- | HbIX U SNUTENNOUAHBIX KNETOK C 06MNbHON 3epHUCTON 1nun cTeknosug- | AnddysHo + - - «i» B 2/3 Cyuaes
Has onyxonb (SCPFT) HOW LMTOMNNa3Mow. aepHbli nonumopdusm Y
Pbixs10 1 6eCnopAaoYHO pacnosioKeHHaA NPOC/IOKa BEPeTEHOBUAHbBIX Konnaren IV+
. KJIETOK CO CKyAHOW 6r1eAHON LIMTOMNA3MON 1 YASIMHEHHBIMW BOMHUCTbI- Xllla-
Henpodunbpoma YA A u YA OunddysHo + - +
MW AfpaMn CPear MUKCOMAHO-KOSIareHOBbIX BOJIOKOH C BOBNeUeH/eM Sox10+
nNpnaaTKOB KOXW. PacceAHHble TyuHble KNeTku EMA+/-
ConutapHas dupos- YeTKo ouepuUeHHbIi MHOUNBTPAT U3 KOPOTKMX U OKPYITIbIX BEPETEHOBUA- CD99+, STAT6+,
has on zonb P HbIX, 6eCHOPMEHHO PACMONOKEHHDBIX KNIETOK CPpeAn ANNHHBIX, TOHKUX 1 | AnddysHo + - - Vimentin+,
Y napannenbHbIX My4YKOB KonnareHa Desmin-
MyapoBas apxuTeKkTypa, onyxofb C YeTKIMW FpaHnLamm, COCToALLaA 13 EMA+
MepuHeBpoma yap p: yp y: paHunL itt LnddysHo + R ; f
KOPOTKMX BEPETEHOBUAHBIX KNETOK Claudin-1+
bnawkosmaHas MonocoBuUAHbIN NHPUABTPAT B BEPXHUX 2/3 CETYATOrO CNOA fepMbl,
CD34+pepmanbHas COCOYKOBbIN CJIOM AePMbl Y TPUAATKM KOXW He BOBJIEKaloTCA, OuddysHo + +/- - FXllla +/-
dubpoma penko Bosnekaetca KK

B cy4dae HenomHOro MccedeHnsA 06pa3oBaHyA IIPY MATHOCTH-
weckoit 6uorncun DFSP cymecTByeT pyck ommOOYHOI AyarHoc-
THKY KOXXHOJ TIepMHEBPOMBI (OCOOEHHO eC/i HeT KIMHMYEeCKIX
JAHHBIX), YUUTBIBAs CXOXKee CTPOEeH)e 3TVX HOBOOOpasOBaHMI
(MyapoBbIit pUCYHOK HaOmomaeTcsi B 00eyx OMyXO/sX) ¥ IIOo-
noxurenpHyio skcpeccuto CD34. Opnako mpu IepuHEBpOMe
BBIAB/IACTCA XOPOIIO OYepYeHHasd, 4acTo B (opMe KOMOKO/IA
OIIyXO7Ib, COCTOALIASA 13 KOPOTKIX, BEPETEHOBUHBIX K/IETOK, KO-
TOpbIE MOTYT VIMETb SIUTE/IMONAHYI0 MOP(O/IOTIIO, BCeTa OTMe-
vaeTcsi monoxurtenbHas skcrpeccusi EMA n Claudin-1.

Brnawxosuonas CD34+ oepmanvhas dubpoma (Menanbo-
HOIOROOHAsA [iepMajibHasA [EHAPOLMTApHAasd TIaMapToMa -
MDDH), nobpokadectBerHast Heomnasust us CD34-mo3utus-
HbIX JICHAPUTHBIX KIeToK. JnddepeHinanbHas IuarHocTuka
JaHHBIX OIIyXOJIeil 0COOEHHO 3aTPyJHEeHa Ha CTagyy O/IAIIKY
DESP. ITatorncronornyeckn kak MDDH, Tak u DFSP xapak-
TEPUSYIOTCSI MyapOBBIM PUCYHKOM C TIOTIOCOBVIHBIM MH(UIb-
tpaTtoM 13 CD34+ BepeTeHOBUIHBIX K/I€TOK U PeKMMU MUTO-
samiu. B To >xe Bpema MDDH undunprpupyer 2/3 ceT4aToro
C7104 JIepMbl, He BOBJIEKas COCOYKOBBIN C/IOJi, PEIKO 3aTparu-
Baet IDDKK, He mopaxkaeT npuaaTku KOXu, COCY/Ibl U HEPBBI,
BO3MOYKHA IIPUMEChH TYYHBIX K/IeTOK. [loBepXHOCTHbIE OITyXO-
nesble kneTk MDDH nmeroT BepTuKanbHy0 OpMEHTALMIO 110
OTHOIIIEHMIO K SIMJEPMICY, a 6oree ITyOOKye KIeTKH — ro-
pusonTanpHyw. VIIX-nccnenosanue, 3a MCKII0YEHNEM CIy4Ya-
B IIOIoXKMTENbHON peakuuy ¢ ¢pakropom XIIla n oyaroso ¢
SMA, nenndpopmaTuBHO Hpu npoBefeHnu anddepeHIaib-
HOJI IMaTHOCTVKIM MeX/Y 9TUMM onyxonamu [7, 8, 17].

Jleuenne DFSP sakmoyaeTcss B XUPYPIUYECKOM yHa/eHUMN.
VneanbHBIM BapMaHTOM yHa/leHVs HeOOIbIIOI OIyXO/M C He-
YeTKMMM TPaHMIIAMM, OCOOEHHO B KOCMETHYECKV 3HAYMMbIX
00671acTsIX, AB/SIETCs IPYMEHeHNe MUKPOrpaduIecKoil Xupyp-
ruu Mooca (MMS) - Xxupyprudeckoii TeXHUKM, obecreynBa-
Iollell MOMHBIA KOHTPOMb TMCTOMATONOTMYECKUX TPAHUI] BO
BpeMsA oIlepaluy C coXpaHeHMeM TKaHeit. MMS npepnmouTu-
TelbHee IIMPOKOTO JIOKAbHOTO MCCeYeHMs, MocKonbKy DFSP
MOXeT MMeTb HellpeficKadyeMble CyOKIMHNYECKe TPaHMIIbL.
Ecmun MMS HepocTymHa, a TAaKXKe B C/Iy4ae KPYIHOI OITyXO/u
BBITIO/THAETCA €€ IIMPOKOe JIOKa/bHOE MCCeYeHNe C 3aXBaTOM
3/J0POBOJi KOKI Ha PACCTOAHMM 2—4 CM OT €€ BU3ya/IbHbIX I'Pa-
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Hu [1,2-4,8,11,18]. Cpeprsis yacrora perupusa DESP nocre
MMS Bapbupyer B nipefienax 1,3-6%, moce MmMupoKoro uccede-
HUA C 3aXBaTOM 3/I0pPOBOI KOXM — 13-49%. YunThiBasg HUSKMIA
PUCK peranBa, ocobenHo npu mokanusanyy DFSP Ha ronose
u 1mee, MMS cunraeTcs MeTOAMKOIL Borbopa [18-20].

ITpy KpymHBIX MOPaKEHUAX IPOBefeHNe IpefonepanuoH-
HOIt MPT HeoOXomMMo [yisi OLeHKM IUIOLaf) HOPaXXeHMs U
IUTAHMPOBAHMS XMpyprudeckoro BMemarennctsa [13]. ITo-
CKOJIbKY MeTacTasMpOBaHIe OIyXO/IM B IMMQaTHIeCKIe Y3IIbl
BCTpeyaeTcs KpallHe PefKo, pernoHapHasA MMMQOFUCCEKIN
He peKOMeHyeTcA.

B cnyyasx DFSP, koTopble He IOAJAIOTCA XUPYPIUYECKOMY
JIEYEHUIO ¥3-3a KPYIIHBIX Pa3MepOB OIIyXOJIM, MHOXECTBEH-
HOCTMU MOpaXKeHMs, MeTaCTa3MPOBAHNUA, PELUAMBOB VN PUC-
Ka KOCMEeTMYEeCKMX 1/WiM (PyHKUVMOHATbHBIX HapyIIeHWI, y
B3POC/IBIX IAIVIEHTOB IPUMEHAETCS TePaINsi MMaTHHNIOA Me-
3umaroM [4, 6,21, 22].

VIMatuH16a Me3WIaT KOHKYPEHTHO MHIMOMpPYeT CBA3BIBAHME
aneHosuHTpudocdara ¢ penenropom PDGFp, TeM cambiM 3a-
MeJyIsIeT aKTUBHOCTD TUPO3MHKIHASbIL, CIOCOOCTBYET aIrloNTo3y 1
OTpaHMYMBAET POCT OIyXO/. ITalueHTbl ¢ Ha/MM4IMeM TPaHCIIO-
Karyu t(17;22) [eMOHCTPUPYIOT GOMIbIINIT OTBET HA VIMATHHUO
IO CPAaBHEHMIO C TalyeHTamu 6e3 Hee, I, CTIEOBATEIbHO, CKPM-
HVHT Ha 3Ty TPAHCTOKALIO CIEfyeT IPOBOANTD [0 HAdYama Te-
pamm. Ilo6ounere adpdexTsr MMaTHHMOa Me3WIaTa BKIIOYAIOT
IVICIIeTICUYecKye ABJICHNUSA, OTeKN, YCTaoCTh, aHEMUIO U CBIMb.
ITpOpO/KUTENIBHOCTD TEPAIIM BapbHpPYeT: HEKOTOpPBIE JICTOY-
HMKI PEKOMEH/YIOT B CPeTHEM 6 MeC Tepamnny, HO IIpu HeoOxo-
IVIMOCTH KypC JIedeHUsI MOXKeT OBbITb MpofieH. PekoMeHpyeTcst
HEeBBICOKasl HavyajIbHasl 03a uMatuHuba Mesmara — 400 mr/cyt
B CBSI3) C MEHbIIEI YaCTOTON PasBUTHsI IOOOYHBIX IPPEKTOB.
ITpu otcyrcTBUM 3ddexra 03y HOBBIMIALT A0 600-800 Mr/cyT.
HecMoTps Ha HOMOXNTENbHBI 3G eKT IpK Tepalny UMaTVHN-
6a MesNIaToM, JAHHBIII [TperapaT IPYMEHsIeTCs JINILIb B KadecTBe
HeOa/TbIOBAHTHOI TEPAINI B IIPEOIEPALYIOHHOM IIePHOfE C I10-
CTIERIOLVIM IIOHBIM YAa/IeHneM omyxonu [3,6,21,22].

B xauecTBe a/IbTepPHATUBBI IIPY HeollepaOeIbHBIX WM pery-
IVIBUPYIOMMX OIMYXOJMAX MOXET TaK)Ke IPUMEeHAThCA TydeBas
Tepamus, a afbIOBAaHTHOE OOIyYeHMe MOXXET CHMU3UTb PUCK
PasBUTHSI MECTHOTO peryuuBa (Tabm. 4).

CONSILIUM MEDICUM. 2022;24(8):523-528.



https://doi.org/10.26442/20751753.2022.8.201721

CASE REPORT

Ta6nuuya 4. Mogxoapbi K neueHuto DFSP

JInHna Tepanun Moaxopn
1-a Mukporpaduueckas xupyprus Mooca
25 LLinpokoe nokanbHoe ncceyeHme C OTCTYNOM OT Kpaes
onyxonu ot 2 o 4 cm
3-a MmatuHnba mesunat: 600 Mr/cyT 6 Mec
Jlyuesas Tepanusa

Puc. 1. ConutapHblii ouar B npaBoil NoAKno4YnYHoOu obnacru.

Puc. 2. B cpegHux n riy6oKux otaenax gepmbi (6e3 BoBneueHmns
NOBEPXHOCTHBIX OTAENOB) BUAHbI paspacTaHUA BepeTeHOBNA-
HbIX KNIeTOK, OPMEHTUPOBaHHbIX NapanienbHo 3Nugepmmncy
(oKpacka reMaTOKCUAVHOM 1 303MHOM, X50).

BcnencTBue pucka passuTusa MecTHoro penyausa DFSP ma-
LMEHThI HY)XX/AIOTCS B TIJATeIbHOM KIMHIYECKOM Habmoze-
HUM IIOC/Ie 3aBeplieHus jaedeHus. Puck peumpusa Hambosee
BBICOK B II€pBbIe 3 TOfla ITOC/IE JIEYEHN, TI03TOMY HALXEHTOB
crenyeT 06CmeRoBaTh KX ble 3—6 MeC B TedeHye 9TOrO BpeMe-
HI U TI0 KpaliHell Mepe eXXerofHO B JaTbHeIIeM.

O6mmit nporxHos npyu DFSP 6maronpusarHsii: 10-meTHsA
BBDKIMBAaeMOCTDb cocTaBisaeT 99,1%. [lamueHTsl ¢ MeTacTasaMm
SKUBYT B CpPeflHEM OKOJIO 2 JIeT IOC/Ie MTOCTAaHOBKM [IMarHosa.
BbICOKMIT MUTOTUYECKUIT MHTEKC, HETPOMITHAA paca, My>KCKO
IIOJI ¥ PACIIONIOXKEHME OIYXO/IY Ha FO/IOBE, 1iiee ABIAITCA (ak-
TOpaMu pucka 6ojiee BBICOKMX IIOKa3aTeseil cMepTHocTH [1].
[Ipyrie oC/IO>KHEHMs CBSI3aHBI C OCTEONEePALIOHHbIM pyOile-
BaHUEM ¥ KOCMETIYECKIM AeeKTOM.

Knuamaeckmii cnyyait. [Tanyentka [, 35 e, o6parmiacs x
IIePMATOJIOTY C >Kajo6aMy Ha MOSBIeHNEe ONMHOYHOro 6e360-
JIe3HEHHOTO YIUIOTHEHUsI B IIPAaBOIl MOAK/IIOYNYHOI 06/1acTy,
noABMUBILIErocs 2 rofia Hasag. OT MOMEHTA MOAB/IEHNS IEPBbIX
IIPU3HAKOB 32 YKA3aHHBIN IIPOMEXYTOK BPEMEHM OTMEYAJIC
MeJI/IeHHBIIT pocT obpasoBanus. Ha ocHOBaHMM KIMHIYECKNX
[aHHBIX [€PBOHAYA/IBHO YCTAHOBJIEH NUATHO3 «OJIslleqHast

CONSILIUM MEDICUM. 2022;24(8):523-528.

Puc. 3. PaspactaHusa BepeTeHOBUAHDIX K/IeTOK C 0BanbHbIMMN

1 U3BUTBIMM AAPAMM B FMy6OKNX OTAeNax AepmMbl C Nepexofom
Ha MXKK. AgunouuTsbl B BUAe A4eeK pacnonarailoTca cpefm onyxose-
BbIX KJIETOK; NOC/IefjHME OKPY»KaloT U CAABNMBAIOT NPUAATKN KOXN
(noToBble xene3bl; OKpacka reMaToKCUANHOM 1 3031HOM, X100).

v ;Jh_ ‘3‘? o)

>

o

Puc. 4. Bonbluee yBennyeHne AUCTasbHOro Kpas onyxonu
(oKpacka reMmaTOKCUNMHOM 1 303MHOM, X200).

CKJIEpOiepMIsI» ¥ PEKOMEH/IOBaHO Hab/IIofleHNe § lepMaTosIo-
ra 2-3 pasa B rog. Yepes rop mocie mepBUYHOrO 0OpaIeHIs
OTMeYeH He3HAUUTE/IbHBII OeCCHMIITOMHBI POCT 9EMEHTa C
U3MeHeHNeM ero Mopdoornyecknux npusHakos. I[Ipu ocMoT-
pe: odar HempaBWIbHOI (OPMBI C HEYETKMMMU TIPaHUI[AMU
4X6 cM, IVIOTHBI Ha OILLYTIb, KpacHO-(p1o/IeToBoro IBera, ¢
ACUMMETPUYHBIMY BbIOYXAIOLUIMMIU MHYPATUBHBIMY Y37I0Ba-
ThIMK 06pa3oBaHUAMIU 110 Iepudepun (puc. 1). ObIexnnHn-
YecKue aHa/Iu3bl B IIpefieniax HOpMbL. PekoMeHj0BaHa 6MoIICHs
TIOpa>kKEHHOM KOXI.

JlaHHbIe MAaTOIMCTOIOTMYECKOTO MCCIefoBaHuA. B 6uomnTa-
Te KOXI SIMJIEPMIC He M3MeHeH. B cpemHux u rmy6okux or-
menax pepmbl (6e3 BOB/IeYEHMsI MTOBEPXHOCTHBIX OTHENOB), C
nepexopioM Ha IDKK, umeroTcs paspacTaHuss MOHOMOP(QHbIX
BEPETeHOBUIHBIX KJIETOK C OBAJIbHBIMU U M3BUTBIMU SAPaMU
1 YMEPeHHBIM KOMYEeCTBOM LIMTOIIa3Mbl, KOTOPble OpMEHTH-
POBaHbI [Tapa/UIe/IbHO SIuAepMucy. Mectamu KieTky 06pasyioT
3aBUXPEHUA. MuTo3bl CAVHNYHBIC. rpaHI/II.II)I OITyXOJ/I1 HE€YET-
K1e. AUIIonuThl IpoKcuManbHbIX oTaenoB IDKK pacmonoxe-
HBl B BUJIe AYENCTON CTPYKTYPbl CpelM OIyXOJEBBIX K/IE€TOK
(puc. 2-5). Haunsle MI'X-uccnegoBanust: auddysHoe oxpa-
muBanne CD34++ (puc. 6), Desmin-, SMA-, S100-, CD68-,
Melan A-, Ki-67 - 8%. YcraHOB/IeH fyuarHos: gepmarodubpo-
capKoMa BbIOyxarolast, K/TacCudecKuit BapyaHT. [laiyenTka Ha-
IIpaB/IeHa K OHKOJIOTY ISl y/la/IeHNs OITyXOJIN.
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Puc. 5. BepeTreHOoBUAHDbIE K/IETKN ONYX0NM C U3BUTbIMU AApaMu,
MOHOMOpP}HbIe, C yMePEHHbIM KOIMYECTBOM LIUTON/Ia3Mbl.
AZVnounTbl B BULE AYeeK pacnonaratTcsa Cpean OnyxoseBbix Kie-
TOK (OKpacKa reMaToKCUAMHOM U 303MHOM, X400).

SR T e
v E ~ \b, \ fr

Puc. 6. UT'X-peakuusa c aHtTutenamm K CD34. Otmevaetcs audoys-
HasA NONOXMTeNbHaA peakLma B KneTkax onyxonm (x100).

3akniouyeHune

KnvHndeckuit cmydaii JeMOHCTPUPYET CIOKHOCTb IIOCTAHOB-
ki auarHosa DFSP nepmaTosioroM npu IepBUYHOM OOpalijeHnn
Ha cTajyy O/LIIKIL. BaXXHBIMY acIieKTamyt SIB/ISTIOTCS HAOTIOfieHe
3a TALMEHTOM B AMHAMIUKe U (QUKCHPOBaHNEe M3MEHEHNI B KIIU-
HIT9ecKoll KapTuHe. [Tpy COMMTapHBIX MHAYPATUBHBIX 9/IeMEHTAX,
HAIIOMMHAIOLVX CKIIEPOfIepMIIO, CTIefyeT IPOBOAUTD AnddepeH-
L[MJIBHYO AMATHOCTUKY C (prOPOrncTOnMNTaPHBIMY OITYXOJISIMIA,
B TOM 4MCJIe C iepMaTo(huOpOCapKOMOI BbIOYXAIOLIIelt, a TakxKe
apyrumy CD34-1031 TUBHBIMY OITYXO/IIMI, € 00513aTe/IbHBIM B3sI-
TieM 6uorncun u ganpHeimM VII'X-nccregosannem.

PackpbITite HHTepeCcOB. ABTOPBI AeKIapUPYIOT OTCYTCTBUE
ABHBIX 1 IOTEHIIMATbHBIX KOHQIUKTOB MHTEPECOB, CBA3aHHbBIX
¢ my6nuKalyert HacTosIIIel CTaTbH.
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Pa3BUTHA peINBa AKHE IIOC/IC TEPAIINN
CUCTCMHDbIM N3O0TPETMHOMHOM

t0.H. MepnamyTpos, K.b. Onbxosckan“?, A.M. Conosbes, A.O. JlanoH

OrbOY BO «MOCKOBCKUI rOCyAapCTBEHHDIN MeANKO-CTOMAToNIormyeckuin yHusepcutet nm. A.V. EBgoknmoBa» MunH3sgpasa Poccun,
MockBa, Poccus

AHHOTauuA

C 1980-x rongoB cambiM 3pEKTUBHBIM MPENAPATOM ANA NIeUEHNA aKHE ABNAETCA CUCTEMHDBIN M30TpeTuHOWH (CU). NMpumeHeHne CU no3sonAeT go-
CTUraTb CTOMKOW KIIMHNYECKOW PEMUCCUM MW MOJTHOTO Bbi3gopoBeHns y 80% 60JbHbIX akHe BHe 3aBUCUMOCTY OT CTEMEH TsXKeCTy 3aboneBaHus,
ofiHako y 20% mMoryT HabnoaaTbca peunanBbl B bnvkanwme 1,5-2 roga.

Llenb. YcTaHOBUTb daKTOpbl, ONpeaensiolne BEPOATHOCTb PELIMANBOB akHe nocne Kypca Tepanun CU.

Matepuanbi u metogbl. [Nocne o6cnefoBaHnsA 275 60/bHbIX B UCCE[0BaHNUN NMPUHANN yYacTre 84 naumeHTa (50 XXeHLWMH 1 34 MyXUWHbI), KOTopble
paHee neunnu akHe ¢ nomotbio CU He MeHee 4 mec. Y 54 KOHCTaTMPOBaHbI PeLANBSI; FPYNNy CpaBHeHUA cocTaBuny 30 60NbHbIX 13 221 NauymneHTa,
He UMEeBLIMX PeLVArBOB MOC/e ledeHns. B pamkax nccnegoBaHnA NpoBOAUAN PETPOCNEKTUBHBIN aHann3 aMOynaTopHbIX KapT, perncTpupoBanm
[laHHble aHaMHe3a XM3HW 1 60Ne3HN, KOMOPOMAHYI0 TOPMOHAJIbHYIO NATOMOTMIO Y XKEHLUMH, aHTPONMOMETPUYECKME XapakTEPUCTVKK, a TaKXKe YUNTbI-
BasIvl HACNeCTBEHHOCTb MO aKHE; TAXKECTb TeYeHUs IepMaTo3a aHanvM3npoBasau Npu NOMOLLY LWKasibl robanbHOW OLeHKM NCCNefoBaTens; NpoBoan-
nun nabopatopHoe obcnefoBaHve C Lesiblo UCKYEHNA NHCYMHOPE3UCTEHTHOCTY.

PesynbraTtbl. Pa3BuTue peuunanBoB nocsie 1-ro Kypca neyeHus akHe ¢ nomolybio CU 3apernctprposaHo y 19,63%, ofgHako nokasaHua Ansa NOBTOPHO-
ro Kypca neyeHus KOHCTaTMpoBaHbl y 12,00%. AHanmn3 nonyyeHHbIX AaHHbIX NMO3BOAV ONPeAeNUTb OCHOBHbIE GaKTOPbI, KOTOpble CNOCOBCTBOBaNMN
pa3BUTVIO PELIANBOB: TAXeNasa CTeneHb akHe, BbICbIMaHWA Ha TyNOBULLE, MHAEKC Macchbl Tena 6onee 25, ropMOHasbHbIE OTKIIOHEHNWA Y XKEHLWH,
ckapuduKauma, My>KCKol non, CyTouHaa fo3a MeHee 0,5 Mr/Kr, HacleACTBEHHOCTb MO akHe Mo oboum poamTenam, Kypcosasa fosa Cl<120 mr/kr,
NHCYNNHOPE3NCTEHTHOCTb.

3aknoueHme. Bonpoc n3yyeHns GakTopos, KOTOpble MOTYT ObiITb MPUUYMHON Pa3BUTVA PeLMANBMPOBAHMUSA aKHE MOCe OKOHYAHUA Kypca Tepanuu,
ABNAETCA KpaiHe akTyanbHON NpobiemMoit B CBA3M C TEM, UTO UX YUET Ha PaHHMX 3Tanax neyeHnsa 60MbHbIX MO3BOSIUT NOBLICUTL MPOLIEHT NaLNeHToB
C MOJSTHOW KNIMHNYECKON PEMUCCUEN NN BbI3JOPOBNIEHVEM.

KnioueBble cnoBa: akHe, CUCTEMHbIV 30TpeTUHOMH, CoTpeT, pakTopbl peLnanBoB
[na yutnposaHus: NMepnamytpos tO.H., OnbxoBckas K.b., ConosbeB A.M., JlanoH A.O. OnpepgeneHue KoUeBbiX NPOrHOCTNYECKUX GakTOpoB pa3Bu-
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Determination of key prognostic factors for the development of acne recurrence
after systemic isotretinoin therapy

Yuri N. Perlamutrov, Kira B. OIhovskaya@, Anton M. Solovyov, Alexandra O. Lyapon

Yevdokimov Moscow State University of Medicine and Dentistry, Moscow, Russia

Abstract

Since the 80s of the last century, the most effective drug for the treatment of acne is systemic isotretinoin (SI). The introduction of Sl into practice
makes it possible to achieve stable clinical remission or complete recovery in 80% of acne patients, regardless of the severity of the disease, however,
20% of patients may experience relapses in the next 1.5-2 years.

Aim. To establish the factors determining the likelihood of acne recurrence after a course of therapy using the systemic isotrtinoin.

Materials and methods. After examining 275 patients, 84 patients (50 women and 34 men) who had previously been treated with S| for acne took
part in the study, 54 of them had relapses for at least 4 months and the comparison group consisted of 30 patients out of 221 surveyed who did not
have relapses after treatment. As part of the study, a retrospective analysis of outpatient records was carried out, data on the history of life and illness,
comorbid hormonal pathology in women, anthropometric characteristics were recorded, and the presence of heredity for acne was also taken into
account, the severity of acne was assessed using the Investigator's Global Assessment scale; laboratory examination was performed to exclude insulin
resistance.

Results. The development of relapses after the first course of acne treatment using Sl was registered in 19.63%, however, indications for a second course
of treatment were stated in 12.00%. The analysis of the data obtained allowed us to determine the main factors that contributed to the development of
relapses: severe acne severity, the presence of rashes on the trunk, body mass index more than 25, the presence of hormonal abnormalities in women,
scarification, male sex, daily dose less than 0.5 mg/kg, the presence of heredity for acne in both parents, the course dose of SI<120 mg/kg, insulin
resistance.

Conclusion.The issue of studying the factors that can cause the development of acne recurrence after the end of the course of therapy is an extremely
urgent problem, due to the fact that taking them into account at the early stages of treatment of patients will increase the percentage of patients
with complete clinical remission or recovery.

Keywords: acne, systemic isotretinoin, Sotret, relapse factors
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BBepgeHue

CoBpeMeHHbIE TepaleBTHYecKMe acIeKTbl BefleHusA 60Ib-
HBIX aKHe OIIpefie/IeHbl JOCTOBEPHBIMY 3HAaHVAMH O KITFOUeBBIX
3BEHBAX IIATOTEHe3a JiepMaTo3a. [eHeTmdyecKyme M3MEHEHNA
U HAC/IefCTBEHHAS IPEfPaCcIONOXEeHHOCTh OOYCIOBIMBAIOT
¢dbopMupoBaHue GpU3NONTOTNIECKUX FOPMOHAIBHBIX OTKIIOHE-
HUIT B TIOAPOCTKOBOM BO3pacTe, a TaKKe M3MEHEHMe TOPMO-
HAJIbHOTO CTAaTyCa I MOBBIIIEHNE TyBCTBUTETbHOCTY PELeNTO-
POB K aHAPOTeHAM ¥ UX CMHTe3y HelIOCPEfICTBEHHO B Ca/IbHBIX
JKe/e3ax, YTO MOXKET ABIATbCA CNEeNCTBMEM MeTabomm4ecKo-
ro aucbamanca. B pesynprare rOpMOHAIbHOM aKTMBHOCTU
MOBBIIIAETCA TPOAYKINA KOXKHOTO Cajla ¥ VM3MEHAETCSA ero
XMMUYECKUIT COCTaB, YCU/IUBAETCA CUHTe3 KePAaTMHOLNMTOB B
YCTBSIX BOJIOCSHBIX (DO/IMKY/IOB, aKTUBU3MPYETCSI MUKOOAKTe-
puasbHas 610Ta KOXI 1 cabHbIX XKenes (Cutibacterium acnes,
Staphylococcus aureus, Malassezia spp.), 4T0 CIIOCOOCTBYeT pas-
BUTUIO TIepUOIMKY/IAPHOro Bocnanenus [1, 2]. Joctatouno
[Iy0OKye 3HaHMsI OCHOBHBIX MEXaHU3MOB PasBUTH aKHe I10-
CTY>KVIU TIOBOJIOM [/ CO3/laHMA PYKOBOZICTBA TIO JIeYEHUIO
JaHHOTO 3a00/IeBaHMA B COBPEMEHHBIX YCTIOBUAX.

B 2018 1. axcriepThl OTpasmIM CBOM PEKOMEHJAlly B OIy-
O/IKOBAaHHOM KOHCEeHCyce. VI3 Hero ciefyer, 4TO apoMaru-
YecKye PeTMHOVHABI I/ MEeCTHOTO IPVMEHeHUA ABJIATCA
mpenaparamy 1-i1 IMHUM, ¥ TIPY HEOOXONMMOCTI MX MOXKHO
KOMOVHMPOBATh ¢ 6eH30M/IIIePOKCHUIOM; aHTUOMOTUKY He IOf-
XOAT J/I1 MECTHOTO M CHCTEMHOTO MCIIONb30BAaHNA B Kadec-
TBe MOHOTepanuu; CucteMHblil usorpernHonH (CU) pomxeH
ObITD IpernapaToM 1-if IMHUY IPU TKEIOM TeYeHNUU aKHe, U
€ero mpueM HeoOXOUMO IMPOJO/DKATD [0 MIOTHOTO YCTPaHEeHNs
3a007eBaHMsA, @ KYPCOBYIO /{03y OIPENEIAOT C IIOMOLIbIO [I0-
TIOTHUTENbHBIX VICCTIEIOBAHMIL; TPV HOCTYDKEHUV PEMICCUU
TpebyeTcsl MOAAepKUBAIOIIAsA TePalys TOMNYECKUMU PeTH-
HOMJaMy C 6€H30MIIIEPOKCUJIOM, 8 aHTUOMOTHKM He JOTDKHBI
UCIONMb30BaTbCA B KadeCTBe IPOTMBOPEIVAVBHBIX CPENCTB;
OepeMeHHBIM XXEHIIMHAM C aKHe 1 IIPY OCTBOCIA/TUTENbHO
TUIEPIUTMEHTAllNM PEKOMEHIOBAHO IIPMMEHATb KpeM WU
Telb C a3eJTAMHOBOJ KMUCIIOTOI; /1a3ephl, UMITY/IbCHBI CBET U
doronyHaMMYecKas Tepamus He MOTYT UCHO/Ib30BATbCS B Ka-
JeCcTBe CPEeJICTB JIeUeHNA 1-if IMHUY IIPY MAITy/IOIyCTye3HBIX
dbopmax akHe U IIPU TSDKETON CTEIEeHN TSDKECTH 3a00/IeBaHNs;
JKEeHIIIHAM CTaplie 25 jeT peKOMeHIOBaHbl Hapy>KHbIe PeTH-
HOW/BI B KOMOMHanum ¢ 6eHsommnepokcugoM mmm 6es3 Hero;
MIOTEHIVa/IbHbIIl PUCK PasBUTHA PYOLIOB JOIDKEH CBOAMUTHCS K
MUHUMYMY O7larofiapsi paHHeMy Hauany 9¢@deKTUBHON Tepa-
i (3, 4].

C 1980-x romos caMbiM 3¢ (eKTUBHBIM IIpPEnapaToM Jyisi
neyenus akue Apnserca CV. B mocnegnue rogbl B 3SHaYUTENb-
HOII CTelleHN PacUIMPUINCD IIOKa3aHMsA /IS €TO UCIOIb30Ba-
HIsI, 9TO OOYCIOBIEHO OGOBLINMM OIBITOM €r0 IpUMeHeHMs,
BBICOKOI 3 PEeKTMBHOCTHIO U OXKM/AEMBIMI, XOPOLIO KOH-
TPOMUPYEMbIMU U B OOIBIINHCTBE C/Iy4aeB TPAH3UTOPHBIMU
He)XXe/aTe/IbHbIMK ABIeHMAMU. BHempenne B mpaxktuky CU
MO3BOJIAET JOCTUTATh CTOMKOM KIMHNYECKON PEMMUCCHUU MU
ITOTTHOTO BBI3KOpPOBIeHNs § 80% OONBHBIX aKHE BHE 3aBM-
CUMOCTH OT CTeIIeHM TsXKeCTU 3aboreBaHus, ogHako y 20%
6OIbHBIX MOTYT HaOMIOAAaThCA PEeLMANBLI B OmyoKarime 1,5-
2 ropga [5, 6].

Ilenb MccnegoBaHNA — YCTAaHOBUTD (PAKTOPBI, OLPENEsIIo-
1I1e BepOATHOCTD pelyINBOB aKHe nocie Kypca Tepanuu CH.

MaTtepuanbl n meToAabl

CKpUMHMHTOBOe 00C/IefloBaHNe IPOBefieHO 275 MaleHTaM,
KOTOpBIe paHee ne4nyu akHe ¢ nomouipio CV He MeHee 4 Mec.
¥ 54 (19,64%) 13 HUX KOHCTAaTVPOBAH PELVANB aKHE B TeUeHME
6/mypKammmux 2 71eT mocie OKOHYaHUA Tepanuu. B nccnenosa-
HIe BKIoumnu 84 manyenra (50 sXeHIIVMH U 34 MY>X4MHBI) B
Bo3pacTe crapite 18 et (cpemuuit Bospact — 25,39+4,98 roza).
Ipynny cpaBHeHus coctaBumu 30 60mpHbIX U3 221 6e3 peru-
IOVBOB IIOCTIe JiedyeHMs. B paMkax mcciefoBaHMs IPOBOAMIN
PEeTPOCIIEKTUBHBIII aHa/MM3 aMOYIaTOPHBIX KapT OOIbHBIX,
KOTOpbIe 00paTnInch Ha Kadenpy mociue nedenns. Ha MoMeHT
UCCTIEIOBAaHNA PETUCTPUPOBAIN INAHHbIE aHAMHe3a XU3HU U
6071e3HN, KOMOPOV/HYI0 TOPMOHA/IBHYIO IIATOJIOTMIO Y JKEH-
IIVH, aHTPOIIOMETPUYeCKIe XapaKTePUCTHUKI C ONpefielieHneM
nHpekca Maccol Tena (VIMT), KoTopblit paccunThIBaM 1o Gpop-
mye Bec (Kr)/poct” (m). YIuTbIBaIM TAKXKe Ha/IMYME HACIEH-
CTBEHHOCTM IIO aKHe.

IToMUMO TeCTMPOBaHUA MPOBOAMIM KIMHUYECKOe 00Cie-
noBaHMe OONBHBIX, BO BpeMs KOTOPOTO OLIEHMBAIV CTEIIeHb
TSDKeCTM akHe mo mkame Investigator's Global Assessment
(IGA) - ro6anbHoI onjeHKM uccnenoBare/ss: IGA 0 — uncras
koka; IGA 1 - moyTy yucras Koka (pefKie HeBOCIaIUTeNb-
Hble 9/IeMeHThI ¥ He 6ormee 1 HeGONMBIIOrO BOCHATUTENHEHOTO
aneMenTa); IGA 2 - jerkoe TeyeHue akHe (HEMHOIO HEBOC-
[a/IMTENbHBIX MOPAXEHUIT 1 He 60jlee HeCKOIbKUX BOCIA/IN-
TEbHBIX 3/IEMEHTOB, TOJBKO IIAIY/IBI/IYCTYNbl U 6Ge3 y3/IoB
i kuct); IGA 3 - akHe cpepHeil crereHu TshKecT (IIpeo6-
JlafiaeT MHOTO HEBOCHA/INTENbHBIX 3/IEMEHTOB U €CThb HEMHO-
TO BOCIATUTEIbHBIX TAIY/ U HYCTYII, OAUH Y3€l MIN KUCTA);
IGA 4 - akHe TsDKeNON CTeleHy TsHKeCTu (MHOTO KOMEOHOB,
HaIysn U MyCTyI, Ao 5 y3moB mmn KucT); IGA 5 - oueHb TsxKe-
710e TedeHne (peo6rafaroT MaIy/Ibl K IYCTYIbL, 607Iee 5 y3/I0B
M KUCT). YYUTBIBAIU TAKKe CIEABI OT CKapUPUKALUU KOXKIU U
IpeUMYILeCTBEHHYIO TOKaIN3aII0 BHICBITAHMIA [0 JIeYeHU U
BO BpeMs peluNBa.

JIabopaTopHOe 006C/IEHOBaHNEe OCYILIECTB/ISIN, YTOOBI MC-
KIIOYUTh MHCYIMHOPE3UCTeHTHOCTD. /1 3TOro IpOBOAMIN
TECT TOJIEPAHTHOCTY K ITIIOKO3€ U PaCcCYUTBIBAIN MHIEKC MH-
cynmuuopesyucreHTHOCTH Homeostasis model assessment of
insulin resistance - HOMA-IR no cnenyroeit popmyie: (-
KO03a HaTOIaK X MHCY/IVH HaTowax) : 22,5. HopmasbHbIe ToKa-
3atenu ungekca HOMA-IR<2,5.

bonbHBIX, BOLIEAINX B UCCIEOBaHNe, pasfie/iIn Ha 3 aHa-
nusupyeMble rpynmbl. B 1-1o Bxmouwmm 30 maumeHTos us 221,
y KOTOpBIX B TeUeHue 2 JIeT II0C/Ie OKOHYAaHUA Tepammy Ipe-
napaToM CoTpeT He OTMEYEHO KIMHMYECKUX IPU3HAKOB aKHe.
Bo 2 u 3-10 uccefyemMble rpyImiisl OTOOpaHbI OONbHbIE C PELyN-
BaMJ aKHe, B TOM 4JC/Ie TTI0C/Ie OKOHYaHMA Kypca IPyTMMU IIpe-
napatamy CV. Bo 2-10 BOLUIM NalyeHThl ¢ IPU3HAKAMY PeLiyi-
IuBa 3a00/1eBaHNs JIETKOI U cpepHelt creneHu Tspkect (IGA 2
win 3), KOTOpbIe He VIMeNy IIOKa3aHMIl /s IIOBTOPHOTO Kypca
cucteMHbIM perrHougoM (n=21). Ipynmy 3 (n=33) cocraBunu
IIAIVIEHTDI C PELVIIBOM aKHe CpeHell U TSKENIO CTeNeHN Ts-
xkecti (IGA 4), KoTopbIM OKa3aH HOBTOPHBI Kypc CI.
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Pesynbratbl

ITpu cpaBHKMTENBHOM aHaMM3e feMorpaduuecKnx, aHTPOIO-
METPUYECKUX U KIMHUYECKMX XaPAKTePUCTUK IPYIII NallieH-
TOB BBISIBJIEH Psifi 0cOOeHHOCTel (Tabr. 1).

IMTaumenTs! 3 1-11 rpymmsl, NpoLIefIINe KypC IeUeHns Ipe-
napaToM CoTpeT, Y KOTOPBIX Yepes 2 rofla He OTMeYeHO pely-
fuBa 3a00/IeBaHNs, B CPEJHEM, HO HEJOCTOBEPHO Obln 6oree
CTapIIero BO3pacTa, CPeAy MALMEHTOB [IPeobIafany XeHI-
HBIL,ay 60% OTCYTCTBOBA/IN YKa3aHM HAa HACTIEACTBEHHOCTD I10
akHe. [IokasaTesb cpeffHero BO3pacTa MaLlMeHTOB 2-ii TPYTIIIbI
(peunpauB akHe JIETKOJ M CpelHell CTENEeHU TsKeCTH) HelocC-
TOBEPHO BBINIE, YeM B 3-11, COOTHOLIEHNE MY>X4YMH U >KEHIIVH
paBHoOe, Ipeobnafiany 60/IbHbIE C HACTEACTBEHHOCTHIO [0 aKHe
10 MY>KCKOJT IMHNU WK TI0 o6ouM popuTenam. Haumenbe
IIOKA3aTeNM CPeJHEro BO3PAcTa KOHCTATMPOBAHbI B 3-i1 IpyI-
Iie, e IpeobIafany My>XIUHbI ¥ HALMEHTbl C HACTIefCTBEH-
HOCTBIO 110 060MM POAUTEIIAM, & TAK)Ke He ObITIO OOIbHBIX 6e3
yKasaHus Ha aKHe Y O/MVDKAIIIINX POLICTBEHHUKOB.

[TpoaHamM3MpoOBaHbl KIMHNYECKNE OCOOEHHOCTY TedeHNs
akHe 10 Hayasa nedenus CH u ux aHTponoMeTpuyecKme Xapak-
TEPUCTMKIM Ha MOMEHT HaCTOsIIero obcmegoBanus (Taon. 2).

CpaBHUTENbHBIN aHA/MN3 IIOKa3aTelell CpefHero BO3pacTa
Hayajla pasBUTHA aKHE COOTBETCTBOBa/J NAHHBIM CpPEIHETO
BO3pacTa IalMEeHTOB: B 3- IPyIIIle 3aperncTpUpPOBaHO HaMbO-
Jlee paHHee Havano 3a6omeBansl. TSKEIYIO CTEIIeHDb TKECTH
aKHe HaO/IIOfa/ BO BCeX IPYIIaX, HO B 1-it y 40% manmeHTOB
AVaTHOCTUPOBAHA CPeNHAA CTENIeHb TSXKECTY IIPU OTCY TCTBUM
TaKuUX OO/bHBIX B 3-il IpyIIle. AHA/IN3 JaHHBIX WITIOCTPUPYET,
YTO pacIpOCTPAHEHHOCTb KOXKHOTO IIPOLiecca TAKXKe MOXKET

Ta6bnuua 1. lemorpadnueckme xapakTepucTuKmn nNayneHTos

1-arpynna | 2-arpynna | 3-Arpynna

Mokasatenb (n=30) (n=21) (n=33)

Bo3pacT (cpepHee + cTaH-

29,05+7,72 26,11+4,08 21,01+£3,14
IapTHOE OTKIIOHEHUE)

My>umHbl, abc. (%) 5(16,67) 11(52,38) 18 (54,55)
MeHwuHbl, abc. (%) 25(83,33) 10 (47,62) 15 (45,45)
Hacneacraentocts 4(13,33) 4(19,05) 8 (24,24)

no marepw, abc. (%)

HacnepctBeHHOCTb No OTLY,

abe. (%) 5(16,67) 7(33,33) 9(27,27)
HacnepcteeHHoCTL No 060-

WM poanTenam, abe. (%) 3(10,00) 8(38,10) 16 (48,49)
OTCyTCTBME AAHHDBIX NO HAC- 18 (60,00) 2(9.52) 0

nefAcTBEHHOCTK, abc. (%)

Ta6nauua 2. KNMHNKO-aHTpONoOMeTpUYecKne XapakTepucTukin
nayueHToB

1-arpynna | 2-arpynna | 3-arpynna

Mokasatenb (n=30) (n=21) (n=33)

Bo3pacT Hauana akHe (cpe.que

16,34+2,17 | 15,98+3,05 | 13,11£1,39
+ CTaHAapTHOE OTK/IOHEHVe)

CpeAHﬂﬂ CTeneHb TAXeCTn

akHe o neuexuna CU, abc. (%) 12(40,00 4(19,05) 0

Taxenas CTeneHb TAXeCTN
akHe ao neuyerua CU, abce. (%)

AKHe Ha nu1ue, abc¢. (%) 30(100) 21(100) 33(100)
AKHe Ha TynoBuLLe, abe. (%) 16 (53,33) 18 (85,71) 31(93,94)

Hanuuvie ropMoHanbHbIxX
OTKIOHEHWIA Y KeHLLWH, abc. (%)

18 (60,00) 17 (80,95) 33(100)

4(16,00) 7 (70,00) 12 (66,67)

MNHCYyNMHOPe3nNCTEHTHOCTD, 5(16,67) 4(19,05) 15 (45,45)

abc. (%)

MNMT<25, abc. (%) 24 (80,00) 4(19,05) 8(24,24)
NMT=25, abc. (%) 6 (20,00) 17 (80,95) 25 (75,76)
Ckapudukauus, abe. (%) 4(13,33) 11(52,38) 21 (63,64)
MNoppepxurBatowwan HapyHas

Tepanua nocsie OKOHYaHnA 28(93,33) 15(71,43) 4(12,12)

neyvenua CU, abce. (%)
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ompepenats pesynbTaThl Tepamuy CU. Tak, B 1-7 rpymiie Tomb-
KO y 53,33% OOJIbHBIX PETMCTPUPOBAINCH TEMEHTbI aKHe Ha
TYZIOBMIIE B CPaBHEHMM C IIOKa3aTe/sAMM BO 2 U 3-Ji Ipymax,
I7ie pacIpocTpaHeHye mpouecca Habmonamm y 85,71 n 93,94%
MaIYIeHTOB COOTBETCTBEHHO. BaXHO OTMETUTD, YTO B TPyIIIax
HallMeHTOB C peluAuBaMy akHe nocrne nedeHnsa CU yaimge oT-
Meyauch TOPMOHA/IbHbIE OTK/IOHEHMA Y >keHuH 1 VIMT>25.
B 3-i1 rpymnme y 45,45% 60NbHBIX KOHCTaTVPOBaHa MHCY/INHO-
PEe3UCTEHTHOCTD, a B NIEPBbIX [IBYyX 9TOT MTOKa3aTe/lb He JOCTH-
ran 20%.

Ckapndukaumyu MOTyT He TOJIBKO OIPENENATb TSKECTb Te-
YeHMsI aKHE ¥ BBIPXXEHHOCTb (POPMIPOBAHISI IIOCTAKHE, HO 11,
KaK II0Ka3aHO B IaHHOM MCCJIE[IOBAaHNUM, ABNATbCA OIHUM U3
Ba)KHENIINX GaKTOPOB PelVAMBUPOBAHNUA IepMaTo3a: B IPyII-
11e GO/IbHBIX CO CTAOM/IbHBIM Pe3y/IbTaToM OT IpruMeHeHus CU
cKapuQuIMpOBaNU CBOM 37IEMEHTbI BO BpeMs JIeYeHNSI TOTTbKO
13,33% 60nmpHBIX. B rpymmax ¢ penuanBaMm akHe IIPOJOIDKa-
M TPaBMUPOBATh KOXXY B 30He BbIChINIaHMIT 1 6e3 HUX 52,38 1
63,64% manueHTOB COOTBETCTBEHHO.

Kak CKapI/Iq)I/IKaIlI/IH, TaK U BIUAHME [JaTbHENIIEN MOnaep-
JKMBAIOILEll Tepaly He aHA/IM3MPOBA/INCh PaHee HY B OJJHOM
uccnefosanyiy. Tepanus ¢ MOMOIIbIO TOMYECKMX IIPeNapaToB
LA 7ledeHns akHe (IIpeMYILeCTBEHHO afjallajieHa Ui asena-
MHOBOJI KMC/IOTBI) TI0CIe OKOHYaHus npuema Cl saperucrpu-
pOBaHa B IOJaB/IAOLIEM OOIBIIMHCTBE CTy4aeB B 1 1 2-11 rpyI-
Iax u KpartHe penko (12,12%) — y 60/IbHBIX 3-i1 IPYMIIIbL.

Hanb6oree BaXHBIII [TOKa3aTe/b, ONPERE/ISIIONIT Pe3y/ibra-
TUBHOCTb IPOBOJMMOI TePAINM, — 3TO COOMIOeHNe peXXuMa
mpueMa JieKapcTBeHHoro npemapara. IIpum HasHauenunm CU
TOCTATOYHO YaCTO BpauM PEKOMEH/YIOT CX€Mbl U PEXUMBI,
KOTOpble He IPOMMCaHbl B MHCTPYKUMAX WM KIMHUYECKNUX
peKoMeHfjaluAX. AHA/IOTMYHbIE NAaHHBIE Mbl IOMYYMIN TIPU
PeTPOCIIeKTUBHOM aHa3e KapT MaleHToB (Tabm. 3).

IlaHHBIe, IpeACTaB/IeHHbIE B Ta0/I. 3, CBUIETE/IBCTBYIOT, YTO
B 1-J1 rpyIIie pexxe IpaKkTuKoBascsa pexxum npuema CU B Hus-
KOJI CyTOYHOI 103e, U B 93,33% cny4aeB MalMeHTbI JOCTUTAIN
KypcoBoii o3bl 120-150 MI/Kr Ipu pasjeneHuy BO3bI Mpera-
paTa Ha 2 pasa B cyTku 1 60ree. Bo 2 u B 3-ii rpymnmax HU3Kue
CYTOYHBIE O3Bl UCIONb30Bamm 33,33 u 57,58% manyueHTos co-
OTBETCTBEHHO I NPaKTU4YeCKU B 1/2 clydaeB He JOCTUTANACDh
MMUHMMaJIbHasA KypcoBas fjo3a 120 mr/kr. VIHTepecHO oTMe-
TUTB, 4YTO BO 2-10 TPYIIILY BoLUIM OONbHBIE, KOTOPBIE peXxe Bce-
ro pasgensinu nprem CV Ha 2 pasa u 607Iblire, 4YTO, BOSMOXKHO,
CTaJI0 OCHOBHOII IIPUYMHOI peluiiBa aKHe, HO MM He Tpebo-
BajIach MOBTOPHASA TePaNusA CUCTEMHBIMM PETUHONIAMM.

O6cyxpaeHne

Victopuss mpuMeHeHMs PeTMHOMIOB IIpM JIEYEHMM aKHe
HauMHaeTcs ¢ Toro, uto G. Stiittgen B 1962 r. ycraHOBUI 3¢-
({eKTMBHOCTb TPETMHOMHA IIPY MECTHOM ¥ CUCTEMHOM Jiede-
HIJ MHOTUX JIepMaTO30B, B TOM 4NC/Ie U Ipu akHe. B 1969 r.
A. Kligman noarsepamn BbICOKYI0 9((GeKTUBHOCTD 1 IIOIBI-
TascA 0OBbACHUTD MEXaHN3M AeIICTBYs TPETUHOMHA IIPY JIede-
Hum yrpeit. B 1974 r. Ha KOHrpecce 110 peTMHONAM I'PyTINa 9KC-
epToB OQUIMAIBHO COOOINIIA O Cepbe3HBIX IEPCIEKTUBAX
TIpYMMEHEHNI PEeTVHON/OB IIpY JIeYeHUM aKHe, UXTNO03a, IICO-
puasa, KpacHOTo IJIOCKOTO JIMIIAsA, aKTUHIYECKOTO KepaTo3a 1
HEKOTOPBIX BUIOB PaKa KOXM, YTO IOCTY>KM/IO TIOBOIOM JiIA
Hayasla aKTMBHOT'O BHEIPEHM apOMaTNYeCKNMX PeTMHOUIOB B
KIMHUYECKYIO IPAaKTUKY M CUHTe3a UX reHeparmii [7].

CH aBnsAeTcs M30MepOM TPeTHMHOMHA, KOTOPBIl CMHTe3M-
poBaH B 1971 1. u oobpeH K npumMenenno ¢ 1982 r. B Hacro-
slllee BpeMs CO3[aHO U 3aperucTpuposano 6omee 50 BocIpo-
M3BOAMMBIX aHAJIOTOB IPerapara, YTO OTPaXKaeT He TONbKO
MOBBIIIEHHbIJI KOMMepUecKuii MHTepec KOMIaHU, IPONU3BO-
AALMX FeHepydecKkye (GOPMBI M30TPETUHONHA, HO U BBICO-
KYyI0 BOCTpe6OBaHHOCTb JaHHOTO JIEKAPCTBEHHOTO CPEeACTBa
y notpebureneii. 3a 40 net ombita npumeHeHus CU B KIMHM-
YeCKOJ MPAaKTHKe OTPabOTaHbI PEXKVMBI €TO UCTIOTb30BAHNA,
a TaKXe CHUCTEeMaTM3MPOBAHBI HEOOXONUMBIE MEPOIPUATHUA
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Ta6nuua 3. MpakTuKyemble pexxumbl go3vmpoBaHus CU

1-arpynna 2-arpynna 3-Aarpynna

Mokasatennb (n=30), (n=21), (n=33),
a6c. (%) a6c. (%) a6c. (%)

CyTouHanA fo3a
CN<0.5 mi/kr 5(16,67) 7 (33,33) 19(57,58)
CyToyHad fo3a
CN0,5-1,0 mr/kr 24 (80,00) 14 (66,67) 14 (42,42)
CyTouHanA fo3a
C>1,0 mr/kr 13:33) 0 0
KypcoBas fo3a meHee
120 MI/KT 2(6,67) 11 (52,38) 16 (48,48)
KypcoBas po3a
120-150 mr 28 (93,33) 10 (47,62) 17 (51,52)
KypcoBas go3a
6onee 150 mr 0 0 0
Pa3pgeneHne cytouHom
no3bl CU Ha 2 npuema 29 (96,67) 18 (85,71) 11(33,33)
n 6onblue

IJISL IpefyNIpex/ieHns pasBUTHs OOJIbIINHCTBA HEXXe/IaTe/lb-
HbIX ABJIEHUIA.

JlaHHbBIe MHOTOUVCTIEHHBIX MCCIEHOBAHMIT IIO3BOIUIN ODK-
IL[Ma/IbHO PaCIIMPUTD IOKa3aHmsA K mpumeHeHuto CU u obrer-
YUTh TAOOPATOPHBII MOHUTOPUHT OONBHBIX BO BpeMs Kyp-
ca nedeHns. OfHAKO IO CUX IIOp B HAY4HOIL JMTepaType U C
OO0MBbIINX TPUOYH BELYTCS CIOPbI 00 ONTUMAIbHbBIX CY TOYHbIX
U KYPCOBBIX 033X IIpemnapaTta, Ipeciefys Lie/lb, C OHOI CTO-
POHBI, CHUSUTD BEPOATHOCTD Pa3BUTHSA HeXKeaTeNbHBIX sABJIe-
HIIA, @ C IPYTOiT — OCTUYb CTOVMKOI KAMHUIECKON PEMUCCUN
VIV BBI3AOPOBIIEHNs ¥ OOMBIINHCTBA MAIMEHTOB [8, 9].

Hecomuenno, yro CU ABideTcs neKapCTBEHHBIM IIpernapa-
TOM, UMEIOLIVM CaMblii BBICOKUI IPOGIIb KINHIIECKON 3¢-
(beKTUBHOCTH IIpY jTedeHNN GOIbHBIX aKHe, KOTOPbI JOCTH-
raet 80% [10]. B maHHOM ¥ccnefoBaHMy MPOBEREH KOMIUIEKC
MepOIpUATHIA, BK/IIOUMBIINI PETrMCTPALMIO JaHHBIX AaHAMHe3a
U XVUSHM, KIMHUYECKOe, TabOopaTOpHOE U aHTPOIIOMeTpuyec-
Koe 06crIefoBaHms, a TAK)XKe TeCTUPOBaHye OONbHBIX aKHe, KO-
Topble mpoxoawm tepanuio CV He MeHee 4 Mec. YUUTBIBa/INCDh
peLuauBbI 3a60/IeBaHNs, KOTOPbIe BOSHUKIIN B TedeHme 24 Mec
[I0C/Ie OKOHYAaHMA TepaIniL.

Bpi60p aHaMM3MpPyeMOro TeKapCTBEHHOTO CpPeAcTBa IIpo-
OVIKTOBaH OOJIBLIVMM ONBITOM €ro NpVMEHeHWs Ha Kadenpe,
JIOKA3aHHOM OMOIOTMYECKOI U KIMHIYECKOI SKBUBAIEHTHOC-
TbIO (COIIOCTaBMMBIMM JAaHHBIMU HO €ro 3(QQPeKTUBHOCTU U
0€30I1aCHOCTH) C OPUTMHAIBHBIM IIPENapaToM U IIpenMyIIec-
TBEHHBIM BBIOOPOM ITALMEHTOB B CBSI3M C 3KOHOMUYECKOIN
nocTynHOCTblo CoOTpeTa, YTO SABIAETCA KpaliHe BayKHBIM
aCIleKTOM IIpM AJMTEbHBIX KypcaX Tepamuy M IOBBILIAET
IIPUBEPXKEHHOCTD ledeHnio [11,12].

IIpn obcnemoBanuy 275 MalMeHTOB pasBuTHe pELUUBOB
mocne 1-ro Kypca yedyeHns akHe ¢ nomouipio Cl saperucrpu-
poBaHoO y 19,63%, ogHaKo IOKa3aHMA A IOBTOPHOTO Kypca
KOHCTATMPOBAHbI TONBKO ¥ 12,00% 60/MbHBIX.

AmHanus 1oyry4yeHHbIX JAHHBIX II03BO/INJI OIIPEJeIUTb OCHOB-
Hble (PaKTOPBI, CIIOCOOCTBYIOLIME PASBUTHUIO PELIUUBOB, KOTO-
pble HepedyceHbl HIDKe 0 Mepe yObIBaHUs Koo duienTa
BCTPEYAEMOCTM.

Yacrora BcTpeyaemoctu pakropa 6omee 75%:

* TSDKeNIas CTeNeHb TsXKeCTH aKHe;

* BBICHITIAHM Ha TY/IOBMIIIE;

o« IMT>25.

YacroTa BcTpedaemoctu pakropa ot 50 5o 74%:

« TOPMOHA/IbHBIE OTK/IOHEHNA Y SKEeHIIVH;

o cKapuduKanms;

* MY>KCKOJ1 IIOTT;

 cyTO4YHasA fo3a MeHee 0,5 MI/KT.

YacroTa BcTpedaeMocTu paktopa ot 30 go 49%:

o HACJIE[ICTBEHHOCTD 110 aKHe 110 000MUM PORUTETISIM;

» Kypcosas fosa CM<120 mr/kr;

¢ MHCY/IMHOPE3UCTEHTHOCTD.

CONSILIUM MEDICUM. 2022;24(8):529-533.
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ITpoananmsmpoBaHbl (aKTOpbl, KOTOpble Hambormee dYac-
TO PErMCTPUPOBANNCH B TPYIIIe IAIMEHTOB 6e3 peluBOB
aKHe: YXEHCKUII 1071, cyTodHad gosa CU 0,5-1,0 mr/kr, Kypco-
BasA go3a — 120-150 Mr/kr, pasgenenue cyTo4Holt fosst CU Ha
2 npueMa 1 607Iblile, HOAEP>KUBAIOIIAA TepaIlis TOMMIECKN-
MJ TIpenapaTaMi TTOC/ie OKOHYAHUA TIeYeHN.

PesynbraThl JaHHOTO MCCTIETOBAHMSA MOTYT OBITh KpailHe II0-
JIe3HBI IPaKTUKYIOLUIM BpadyaM-Je€PMaTOBEHEPOTIOTaM, II03BO-
711515 3apaHee IPOTHO3MPOBAaTh pe3ynbTaTuBHOCTD Tepanuu CH,
ecru 6YIyT OPMHATH BO BHUMAaHMe TKeCTDb TedeHMA 3abore-
BaH, 11071, PACTIPOCTPAHEHHOCTD BBICHINIAHNIA, IMIIHWIL BEC U
Ipyrue GakTophl, KOTOPbIE C BEPOATHOCTBIO Horee 30% MOryT
CII0cOoOCTBOBATb PELUMAIUBY B TedeHMe OM/DKaNIIMX 2 JIeT.

Heo6xomuMo 06paTuTh MpICTaIbHOE BHUMAHUE HA PEXKUM
posuposanua CV, Tak Kak B JJAHHOM MCCJIEJOBAHMI B Ode-
PEenHOIL Pa3 MOKA3aHO, YTO KOMMIECTBO PELUMBOB U TSXKECTh
TEYeHNs aKHe NPy COOMIOfIeHNN CTAH/JAPTHOTO PEXMMa JJ031-
pOBaHMA B 3HAYMTENTbHOI CTENIEHM MEHbIIle, YeM TPY HU3KUX
CYTOYHBIX 1 KYPCOBBIX [j03aX. [laHHOe McCIefjoBaHue IOKa-
3bIBaeT aKTYaJIbHOCTD JAJIbHENIIEro M3y4eHus BOIPOca 00-
CTOATENbCTB ¥ BEPOATHOCTU PEIUAMBOB aKHe MOC/Ie TeYeHNs
6ompHbIX CV Ha GONBIIOM KOMMYECTBE MAIIMEHTOB C YYeTOM
(axkTOpOB, KOTOpbIE paHee He pacCMaTPUBAIIICh, HO OILpefiere-
HbI y 6OJIbHBIX B 9TOM HaOMIONeHNN: CKapupUKaLus, Ioniep-
JKMBAIONLIasA Tepanus, MHCynMHope3ucTeHTHOCTh 1 VIMT. He-
06x0/MMOCTh OBTOPHON Tepanuy CV HOMKHA ONpenenaThCA
TSKECTbIO PELIMAMBA ¥ COMATUYECKMM COCTOSHMEM IIALIMEHTA,
HO He paHee YeM 4yepes 8 HeJ I0C/le OKOHYaHuA 1-To Kypca.

3aknyeHne

SddextnBHOCcTs CU He BBI3BIBAET COMHEHMII, a pasBUTHE
HeXeJIaTenbHbIX 3(P(PeKTOB NPefCKasyeMo M JIETKO KOHTPO-
nupyetcsi. Bonpoc nsydenus ¢pakTopos, KOTOpble MOIYT OBITH
IPUYMHON PasBUTHS PELVANBUPOBAHNSI aKHe [OC/Te OKOHYa-
HUsI Kypca Tepamui, sIB/eTCs KpaliHe aKTyalbHOI mpobite-
MOJ B CBS3U C TE€M, YTO MX Y4Y€T Ha PAaHHMX IdTallaX JICYEHUA
TIO3BOIMT ITIOBBICUTDH ITPOLIEHT IMTALVMEHTOB C MIOTHOM KIMHUYeC-
KOJI peMUCCHell WK BbI3TOPOB/IEHIEM.

PackpbITie MHTEpecoB. ABTOPBI AeKIapUPYIOT OTCYTCTBUE
ABHBIX ¥ IOTEHIIMATbHBIX KOHQINKTOB MHTEPECOB, CBA3aHHbIX
¢ my6/uKanuest HacTosIIel CTaTbu.
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IJkcnpeccusa reHa TLR9 B MMMYHHBIX KIeTKaX IIALIIEHTOB

C IICOPUATIYECKOIT 60/Te3HBIO

C.H. Yebbiwesa™", B.B. Cobones?, E.B. leHncosa??, A.l. Co6onesa?*, H.A. fenne', .M. KopcyHckasa??

'®OrAQY BO «[MepBbii MOCKOBCKMI roCyAapCTBEHHbI MeAULMHCKMI yH1BepcuTeT uM. .M. CeueHoBa» MuH3gpasa Poccun
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3[BY3 «MOCKOBCKMI HayYHO-MPAKTUYECKUI LeHTP AepMaToBEeHeponornM n Kocmetonornv» [enapTaMeHTa 34paBoOXpaHeHus
r. Mocksbl, MockBa, Poccus;

*OrBHY «HayuHo-nccnepoBatenbCKni UHCTATYT Mopdonorim Yenoseka nM. akag. A.MN. AsubiHa», MockBa, Poccua

AHHOTaumA

0O6ocHoBaHmMe. [lcopuras (KOXKHble NopaxeHws 1 copuaTnyeckmin aptput - MNA) npeactaBnaeT coboii XPOHNUYECKOe BOCNanuTeNbHOE ayTOMMMYHHOE
3ab0neBaHMe, KOTOPOE MOXET ObITb MHULMMPOBAHO YPE3MEPHOI aKTUBaLMEN SHAOCOMANbHbIX TONN-NoA06HbIX pelenTtopos (TLR), oco6eHHo TLRI.
MokasaHo, UTO NOoBbILEHHbI ypoBeHb TLRI HabnogaeTca kak npu MNA, Tak 1 npu ncopuase. MsyueHne 3akoHOMepHOCTY 3Kcnpeccum reHa TLRY mo-
XeT nomoub B Bbibope Tepanuy nauneHTos ¢ A 1 ncopuasom.

Llenb. N3yueHre 3akoHOMEPHOCTN 3KCNpeccun reHa TLR9 B MOHOHYKeapHbIX KNneTkax KpoBu 60sbHbIX A 1 ncoprasom 6e3 nopaxeHns cycTaBoB
[NA BO3MOXHOIO 1CNONb30BaHNA NPY Nepexoe K TapreTHon Tepanuu.

Matepuanbi u meToAbl. BoiieneHe MOHOHYKNeapHbIX KNeToK NPoBoAvAn 13 nepudepunyeckoin Kposu 31 naumeHTa ¢ BynbrapHbiM ncoprasom 6e3
nopakeHns cycTtaBoB, 45 nauneHToB ¢ A 1 20 300pOBbIX Niofel N3 KOHTPOIbHON FPyMMbl. JKCpeccuio reHa TLRY aHanM3npoBaan MeTogomM nonu-
Mepa3HoW LienHON peakuymmn B peasibHOM BPEMEHMW.

PesynbTatbl. B pe3ynbrate cpaBHeHUA YPOBHel 3KCcnpeccumn y 60bHbix MA 1 30pOBbIX BOJIOHTEPOB BbIABNEHO, UTO YPOBEHb 3Kcnpeccumn TLRI y
60nbHbIX A B 591 pa3 npeBbillaeT TaKOBOW Y 30POBbIX BOSIOHTEPOB. YpoBeHb sKkcnpeccun TLRI y 6051bHbIX NCcoprasom 6e3 nopakeHns CycTaBoB
TaK»Ke 3HaumuTenbHoO (B 423 pasa) NpeBblILLan TAKOBOW Y 3[A0POBbIX NofeN.

3aknioueHme. bonbHble NCopra3om C TAXKENON CTEMEHbIO MOPAXEHUA KOXM MO YPOBHIO SKCpeccun reHa TLR9 B MOHOHYKIeapHbIX KneTKax npuénu-
»KeHbl K COCTOAHMIO NaumneHToB ¢ NA. BbiCOKMIN ypoBeHb sKcnpeccum reHa TLR9 MOXeT CTaTb MapKepOM BO3MOXXHOTO MOPaXKeHNA CyCTaBOB Y NaLuneH-
TOB C ICOPUATNYECKOW BONE3HDBIO 1 CUTHANIOM [i/1A NepecMoTpa TepaneBTUYECKOro NoaxoAa K KOHKPETHOMY MaLueHTy.

KnioueBble cnoBa: ncopuatnyeckas 6onesHb, ncopuaTnyeckmin aptpuT, ncopuras, TLRY, akcnpeccus rewa, MNLP-PB
[na untnposaHma: Yeboiwesa C.H., Cobones B.B., eHncosa E.B., Cobonesa A.l., lenne H.A., KopcyHckaa UN.M. Skcnpeccus reHa TLR9 B UMMYHHbIX

KneTKax naLmeHToB ¢ ncopuratuyeckon 6onesnbto. Consilium Medicum. 2022;24(8):537-540. DOI: 10.26442/20751753.2022.8.201853
© 000 «KOHCUSINYM MELIMKYM», 2022 T.
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TLRY gene expression in immune cells of patients with psoriasis
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Abstract

Background. Psoriasis (skin lesions and psoriatic arthritis — PA) is a chronic inflammatory autoimmune disease that can be triggered by excessive
activation of endosomal toll-like receptors (TLRs), mainly TLR9. Elevated TLR9 levels are observed in both PA and psoriasis. Therefore, studying the
expression pattern of the TLR9 gene may help select therapies for patients with PA and psoriasis.

Aim. To study the expression pattern of the TLR9 gene in blood mononuclear cells of PA and psoriasis patients without joint involvement for possible
use in the transition to targeted therapy.

Materials and methods. Mononuclear cells were isolated from the peripheral blood of 31 patients with psoriasis vulgaris without joint involvement,
45 patients with PA, and 20 healthy volunteers. TLR9 gene expression was analyzed by real-time polymerase chain reaction.

Results. A comparison of expression levels in PA patients and healthy volunteers showed that the expression level of TLR9 in PA patients was 591
times higher than that in healthy volunteers. The expression level of TLR9 in psoriasis patients without joint involvement was also significantly (423-
fold) higher than that in healthy subjects.

Conclusion. TLR9 gene expression in mononuclear cells of psoriasis patients with severe skin lesions is similar to that in PA patients. High levels of
TLR9 gene expression may be a marker of possible joint involvement in patients with psoriasis and indicate the need to reconsider the therapeutic
approach to a particular patient.

Keywords: psoriatic disease, psoriatic arthritis, psoriasis, TLR9, gene expression, real-time polymerase chain reaction
For citation: Chebysheva SN, Sobolev VV, Denisova EV, Soboleva AG, Geppe NA, Korsunskaya IM. TLR9 gene expression in immune cells of patients
with psoriasis. Consilium Medicum. 2022;24(8):537-540. DOI: 10.26442/20751753.2022.8.201853
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BBepgeHue

Ceropns ncopuas u icopuarndecknii aprput (ITA) o6benu-
HEeHBI B e[IMHOE OHATUE — IICOPMATIYecKas 60/Ie3Hb, KOTOpas
AB/IAETCS XPOHMYECKMM MIMMYHOOIIOCPEIOBAHHBIM 3a00/IeBa-
HyeM. HecMoTps Ha TO YTO IOKasaHa accouyanyus 6OJbIIOro
KO/YeCTBa TeHOB, TOYHbIE IIPUYMHBI TIcCOpyMasa 6e3 mopaxe-
HusA cycTaBoB u IIA eme npepcTont onpenennts. Kak ncopuas
6e3 mOpakeHMs1 CYCTaBOB, TaK U ITA OCTarOTCsA HEJOCTAaTOU-
HO M3y4eHHbIMU HA AuddepeHIManbHON IMarHOCTUKY Ha
PaHHUX CTafVAX 3a60IeBaHNA U HeJOCTaTOuYHO 3deKTUBHO
TIOAJAIOTCA TEPANIMU B COBPEMEHHON KIMHIYECKOI TPaKTHUKe.
Otcpouennas guarnoctuka [TA cBsi3aHa ¢ HEOOPATUMBIM IIPO-
rpeccupoBaHyeM 3a00/IeBaHN, A ONTYMMU3NPOBAHHOE paHHee
7ledeHre C IOMOIIBI0 MOAMPUIMPYIOMUX 60e3Hb Tepammii
MO>KeT 3aMeJ/INTh IPOrpPecCHpOBaHMe U YIyqIInThb husndec-
Ky10 QYHKIMIO ¥ Ka4eCTBO Xm3Hu [1, 2].

IIcopnaTuyeckas 60/Me3Hb MPEACTAB/AET COOOI XPOHMYeEC-
KOe BOCIaINMTeIbHOE ayTOMMMYHHOe 3a00/eBaHue, KOTOpoe
MO>XKeT OBITb MHMIMMPOBAHO Ype3MepHOIl aKTUBALMell 9H/0-
COMaJIbHBIX TO/I-TIOROOHBIX penentopos (TLR), ocoberHo
TLRY [3]. TLR, y4acTBys B Pa3IMIHBIX MOJIEKY/IAPHBIX Iy TAX
C y4YacTMeM HPOBOCHAMUTENbHBIX IUTOKMHOB, YIPaBAIOT
[copmuaTuyeckuM mporeccoM [4, 5]. Ipymma BHyTpuUK/IeTOY-
HbIX TLR, HaspiBaembIx sHfocoManbHeIMM TLR, ydacTByer B
TaToTeHe3e ¥ Pa3BUTUM IICOPHMA3a, BOCIPUHMMASA SHAOTEHHYIO
IHK u PHK, BbicBO6OXXJaeMble 113 MEPTBBIX KIIETOK.

ITenp uccnemoBanuA — U3ydeHye 3aKOHOMEPHOCTY SKCIIPec-
cuy reHa TLR9 B MOHOHYK/IEapHBIX K/I€TKaX KpPOBYU OONbHBIX
ITA n ncopuasoM 6e3 IMOpaXkKeHUA CYCTABOB /I BO3MOXKHOII
AMATHOCTUKM IIPOTPECCHPOBAHNS ICOPUATIIECKON 6OMTe3HN.

Marepuanbl n metoabl

ITpoaHanmusupoBaHbl 00pasubl INepudepudecKoil KpoBK
HaLMEeHTOB, IpoxoauBuMx nedeHre B Kmmumuxe mm. B.IL Ko-
ponerko I'BY3 «MocKOBCKMIT Hay4HO-IPaKTUYECKUII LIEHTP
IepMaTOBEHEpO/IOTMIN 1 KocMeTonornn» JlemapTaMeHTa 3fpa-
BOOXpaHeHNs I. MockBbI 1 B KnuHIYeCKOM MHCTUTYTe HETCKO-
ro 3gopoBbs uM. H.®. OunatoBa (YHUBepcuTeTCKast feTCKas
knnHndeckas 6onpauna) PTAOY BO «Ilepssiit MocKOBCKmit
TOCy[JapCTBEeHHbIT MeguuyHcKuit yansepcuteT uM. V.M. Ce-
yeHoBa» MuusgpaBa Poccuu (CeveHoBckuit YHuBepcurer). V13
06pasiioB meprdepndeckoil KpoBYU BB/ MOHOHYKIIeap-
HbIe K/IeTKI, 3 KOTOPBIX, B CBOIO ouepenb, Boiensm PHK, cun-
Te3upoBanyu koMmmiemenTapHyio [IHK u mposogumu nomrykomm-
YeCTBEHHBII aHA/IN3 METOLOM IIO/IMMEPa3HON LeITHOM PeaKLnmu
B peanbHoM Bpemenu (ITIIP-PB). VccnenoBanne ogo6peHo mo-
Ka/IbHbIM KoMuTeToM 110 atuke npu GIBYH «llenTp Teopern-
4ecKIX MpobmeM pusnKo-xummdeckoit papmaxonorum» PAH u
COOTBETCTBYeT NPUHIIUIIAM, M3/I0’KEeHHBIM B Jlexmapaiium Xesb-

Ta6nuua 1. XapakTepucTiKa NaLieHToB U 3[0POBbIX BOJIOHTEPOB

MaumeHTbl, n (%) Bospacrt, ner PASI
lNayueHmeol c [1A

My>KUnHbI/>KeHWKHbI (N=45) 17,08+1,5 24+8,4

My»unHbl, 25 (55,6) 16,8+1,41 22,4+8,4

KeHwwmHbl, 20 (44,4) 17,45+1,53 26,05+7,8

TayueHmel € 8y/1b2dpHbIM NCOPUA3OM (C MAXesbiM nopaxeHuem)

My>KUmnHbI/KeHWMHbI (n=14) 16,85+1,35 15+2,54
My>xumHbl, 7 (50) 16,7+1,3 14,7+2,8
KeHwwmHbl, 7 (50) 171,44 15,3+2,1

MayueHmel ¢ 8y/1b2apHbIM NCOPUA3OM (CO CpedHe-ne2KUM nopaxeHuem)

My>UnHbI/XKeHWKrHbI (N=17) 16,76+1,25 7,76%1,75

My>umnHbl, 9 (53) 16,7+1,16 7,7+1,88

MeHwwHbl, 8 (47) 16,87+1,27 7,9+1,45
300posbie 80/10HMeEpPbI

My>KUnHbI/>KeHWwmHbI (N=20) 19,05+£0,94 H/n

My>umHbl, 11 (55) 19,09+0,94 H/n

MeHwwmHbl, 9 (45) 19+1 H/n

MpumeyaHwue. Psoriasis Area Severity Index (PASI) - nHgeKc pacnpocTpa-
HEHHOCTM U TAXKECTW NCoprasa, H/A — HeT AaHHbIX.

CUMHKCKOTO cOr/IaleHus. 3a60p KpoBu IIPOBORMICS ¢ MHPOPMU-
POBaHHOTO COITIACKS TTAIMEHTOB VMM X POJICTBEHHNKOB.

ITpoanamnsupoBaHbl 0OpasLbl, B3AThIe Y 96 MAI[EHTOB, 13
HIUX 3] TaIMeHT ¢ BYAbLapHBIM ICOpPMA3OM 6e3 IOpakeHUs
CYCTaBOB, 45 manuenToB ¢ ITA 1 20 370pOBbIX JTIOfielt 13 KOH-
TPO/bHOM rpymmbl (Tabi. 1).

[l BblfeNeHMsT MOHOHYKJICAPHBIX KJIETOK Iepudepuyec-
KOl KpOBM BBIIONHAMN LEHTpU(YTUPOBaHNUE B TIpajjyieHTe
IVIOTHOCTH. JI7Il 9KCTPAKLMMU K/I€TOK IPUMEHSANIM METOJ, BbI-
IeneHus ¢ momolbio ¢puxoma. [l aToro 7 Mt pacrsopa ¢u-
koyma (maotHocts 1,077 r/em?, « IVIA-M», Poccus) nmomenanmu
B KOHMYECKYI0 Ipo6upKy Smnnennopda ob6beMom 15 Mt u 3a-
TeM OCTOPO>KHO IOKPBIBaIM 7 MJI LielIbHOI KpoBu. Iloce aTo-
ro npo6upky uextpudyruposanu 25 myuH npu 1200 g n 4°C.
ITpomexxyTounyio ¢asy, coiepallylo KIeTOYHBI CTIO0if, CO-
6upanu U3 Mpo6UpPKM U IIOMeLIaNTN B HOBYIO IPOOUPKY 00be-
MoM 15 MJI i1 fanmbHelieit mpolenypbl mpoMbIBKu. K ocagky
KIeToK mobasmsmm 15 mn 6ydepa DPBS (10X 6e3 Ca u Mg, ¢
0,5% Tween 20, pH 7,4), a 3sateM LieHTpryrupoBanu B TedeHne
15 mun npu 400 g 1 20°C. CynepHaTaHT OCTOPOXXKHO yHaJls/n,
U IPOMBIBKY IOBTOPSUIM 1 pas ¢ pasHMIEN TOMBKO B 00beMe
6ydepa DPBS (10 m). ITocne nocnentero neHtpudyruposa-
HuA u fobanenna 500 MK KyabrypanbHOil cpepbl (RPMI)
IPOBOAVIIM TIOACYET K/IETOK ¥ OLIeHKY YKM3HECIIOCOOHOCTIL.
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Puc. 1. YpoBeHb 3kcnpeccum reHa TLR9 B MOHOHYK/1eapHbIX
KneTkax 6onbHbix MA 1 380p0oBbIX BONIOHTEPOB. [J0CTOBEPHOCTb
pasnnuunin oLeHMBanach HemapameTpuyeckmm Metogom MaHHa—-YutHm
(p<0,05).

TLR9
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Puc. 2. YpoBeHb 3Kcnpeccum reHa TLR9 B MOHOHYKNeapHbIX
KneTKax 60/1bHbIX Ncopnasom 6e3 nopa)keHus CycTaBoB U
3/40POBbIX BOJIOHTEPOB. [I0OCTOBEPHOCTb Pa3NNynii OLieHBanachb
HenapameTpuyeckum metogom MaHHa-YuTHu (p<0,05).
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Hna seifenennsa PHK ucnonbsosanu cnime-kononku Qiagen
u cragaptHsii Habop RNeasy Mini Kit® (Qiagen, Tepmanns).
Hna ynanenns cnegos JJHK mcnonpsoBany HononTHUTEbHYIO
06paboTky obpasnos [ITHKasoit (Qiagen, lepmanus). Konnen-
tpauuio PHK nsmepsinu ¢ momornpio NanoDrop 1000 (Thermo
Scientific, CIIIA).

O6paTHYI0 TPaHCKPUIILMIO MPOBOAWIM B o6beme 200 MK
cMmech Bmodana 6ydep, dNTP, 100 egmuuiy o6parHOit TpaHc-
kpumrassl (M_MLV, Promega, CIIIA), 20 emuHuy uHrMOUTO-
pa PHKas (RNasin, Promega), 500 ur omirompaiivepos (dT;
DNA-Synthesis®, Poccust) n obpaser; PHK (xe 60mee 100 Hr/mxr).
Cmecb naky6upoam mpu 37°C B Tedenue 1 4.

III1P-PB BbmonusAmm B 96-TyHOYHBIX ONTMYECKIX IIaHIIe-
Tax C MCIIO/Nb30BaHNMeEM (IyopeclieHTHbIX Kpacureneii SYBR
Green (Eurogen®, Poccust) n mpaitmepos Ha red TLR9 (DNA-
Synthesis®, Poccus).

Ins  ammmdukanym ucnonb3oBamu npubop Bio-Rad
(CFX96™) u cnegymouiyio mporpamMmmy:

1) penarypauus npu 95°C B TedeHue 4 MUH;

2) penarypauns npu 94°C B Teuenne 15 ¢;

3) omxxur u yanunenue mpu 60°C B redenue 30 ¢;

4) stamns! 2, 3 nosropsinu 40 pas. B xauectBe peepeHcHOrO

reHa ucnonb3oBaau GAPDH.

Pesynprarer [ILIP-PB amanusupoBamm ¢ MCHONb30BaHMEM
Mertopma 244CT [6].

Pesynbratbl

B cBoeit paboTe MbI MCIIONIB30BAMN 3 TPYIIIBL CPABHEHNUS —
6onbusle ITA, 60bHbIE ICOPA30M (3 TOPaXKEeHNS CYCTaBOB I
340pOBbIe BOTIOHTEPBL. [PyIIITy 60/1bHBIX IICOpMasoM 6es mopa-
JK€EHMA CYCTaBOB Mbl pa3feInin 1o TAXECTU 3360}IeBaHI/IH Ha
2 HOATPYIIIBI — C JIETKUM Y TSDKEJIBIM TeYeHMEM.

CONSILIUM MEDICUM. 2022;24(8):537-540.

Puc. 3. YpoBeHb 3kcnpeccnm reHa TLR9 B MOHOHYK€apHbIX
Knetkax 60sbHbiIX MA 1 ncoprasom ¢ pasHoIi CTeneHbio
TAXecTn 6e3 NopaXeHNA CyCTaBoB.
800 TLR9
700
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ITockonbKy paHee HEOJHOKPATHO IIOKA3aHO, YTO IATOTeHe3
ITA u BynbrapHOroO ICOpMasa yIpaB/AeTCA BPOXIEHHBIMU U
aallTUBHBIMU VMMYHHBIMY BOCIAJUTEIbHBIMM OTBETaMM
MMMYHHBIX KJIETOK ¥ K/IIOUeBBIMIU IIUTOKMHAMMU, PEIIEHO U3Y-
YUTb SKCIPECCUIO KTIOUEBBIX F€HOB HA CICTEMHOM MMMYHHOM
ypoBHe. B kadecTBe McxogHOro 0o6pasia i BCcex IPYII UC-
10/1b30Ba/IN TepudepuIecKyio KpoBb, U3 KOTOPOI BBIAE/ISIN
MOHOHYKJ/IeapHbIe KJIETKM.

ITposenen ananus sxcrnpeccuu rea TLRY B MOHOHYKIeap-
HBIX KJIETKAX, BbIJIe/ICHHBIX 13 KPOBY OOJIbHBIX IICOPMa3oM 6e3
MOpaXKeHMsI CYyCTaBOB, ITA 1 3OPOBBIX TOOPOBOJIBIIEB.

CpaBHuBasE YPOBHM 9KCIIpecCuy FeHOB y 6ombHbIX I1A n
3[JOPOBBIX BOJIOHTEPOB, BBIABU/IN, YTO YPOBEHb SKCIIPECCUN
TLRY y 60mbubix ITA B 591 pas mpeBeliIaeT TaKOBOI Y 3T0PO-
BBIX BOJIOHTEPOB (puc. 1).

Yposens akcipeccunt TLR9 'y 601pHBIX IIcOpua3oM 6e3 mopa-
JKEHMsI CYCTAaBOB TAK)Ke 3HAYNMTENbHO IpeBbimai (B 462 pasa)
TaKOBOI1 Y 3I0POBbIX BOJIOHTEPOB (puc. 2).

JJOCTOBEPHBIX pasIUyMii MeXy IPYIIamMu OOMbHBIX IICO-
puasoM 6es mopakeHust CycTaBoB 1 ITA BBIIBUTD He Ya/lIOCh.
Pazpenus rpymmy 60bHBIX IICOpMa3oM Oe3 HOpasKeHMs CycTa-
BOB II0 TsDKeCTU 3a00/IeBaHs, TAKXKe He Y/a/I0Ch BBISABUTD JI0-
CTOBEpHBIX pas/INinii B ypoBHe 9KcIpeccun reHa TLRY Mexxny
aHa/IM3UPyeMBIMM IpymHIamy (puc. 3).

O6cyxaeHue

B mocenHue Tofbl JOCTUTHYT 3HAYNTENbHBI MIPOrpecc B II0-
HYMaHIY MOJIEKY/IAPHBIX MEXaHM3MOB, JIeKALlMX B OCHOBE I1aTO-
reHes’a IICOPMATIIECKOI O0Ie3HM, 1 pormyt SHFocoManbHbix TLR
B 9TOM mporecce. Kak mpaswio, B (ase MHMIMALMY BHELIHIE
TPUITEPbl MHAYLMPYIOT BBICBOOOXK/EHME MPOTUBOMUKPOOHOTO
nentupa LL37, cob6crBenHoit THK u co6crBennoit PHK u3 ymu-
paloIMX KIeTOK I akTuBalym sHgocoManbHbIX TLR [7]. Otn
TLR 06BIYHO MOTYT OT/IMYATh HYK/IEMHOBBIE KVC/IOTHI IIATOTEH-
HOTO TIPOUCXOXKJIEHNS OT HYK/IEMHOBBIX KUC/IOT COOCTBEHHOTO
mpoucxoxennsa. HyknenHoBble KUCTOTBI IIATOT€HHOTO IPOVC-
XOXJIEHMs MOTYT TPaHCIIOPTMPOBAThCA B SHIOCOMBI B IIpoliecce
ayrtodarum, rae OHM aKTUBUPYIOT sHZocoManbHble TLR. OpHako
JIOKa/IM3aLys SHA0COMaIbHBIX TLR BO BHYTPUK/IETOYHBIX KOM-
[IApTMEHTaX MpefOTBpAlljaeT MX aKTUBALMIO COOCTBEHHBIMU
HYK/IEMHOBBIMU KUCTIOTaMU B (U3MOIOIMYECKNX YCTIOBUAX, 110~
CKOJIBKY COOCTBEHHbIE HYK/IETHOBbIE KUC/IOTBL 113 MEPTBBIX Kile-
TOK B MOBPEX/IEHHBIX TKaHAX He MOIYT MACCHMBHO IIPOHUKATb B
ApyTye KIeTKM U 3HfocoMbl [8]. Tem He MeHee NpU HEKOTOPBIX
[IATONIOTMYECKNX COCTOSIHVSIX TOTEPAHTHOCTM K COOCTBEH-
HBIM HYKJIEHOBBIM KIC/IOTaM MOXXHO usbexarb. Hampumep,
aHTUMUKPOOHBI mentup LL37, momafasi B MeCTO BOCIIaIeHus,
06pasyeT KOMIUIEKCHI C COOCTBEHHBIMY HYK/IEMHOBBIMU KIIC/IO-
TaM1, 9TO 00/IeryaeT Mx MPOHUKHOBEHNE B IMMYHHBIE KIIETKI 1
MIOCTIEAYIOLIYIO aKTMBALIMIO SHA0COMaIbHbIX TLR. 9T0 nmpuBognT
K TOMY, 4TO COOCTBEHHbIE HYK/IEMHOBbIE KICTIOTHI IPeBPAIAI0T-
Cs B MOIITHBIE MIMMYHHBIE CTUMYIIHI [9].
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Oupocomanbuble TLR mo-pasHOMy SKCIIPecCHpyIOTCA B pas-
HBIX MIMMYHHBIX KJIeTKaX. IrasMalyTonHble JeHAPUTHBIE KIIeT-
KJ 9KCIpeccupyloT B ocHoBHOM TLR7 u -9, a mMuenonpnble fneH-
apurHsle KneTku — TLR7 u -8 [2]. Takum 06pa3oM, KOMIUIEKCHI
LL37/PHK u LL37/0IHK MoryT sarmyckarh OpOJYKLMIO Pas/iny-
HBIX HPOBOCHA/INTETbHbIX IIUTOKMHOB, B ToM uncie PHO-a [10],
WI-6 [11-14], WI-17 [15, 16], SI00A8/9 [17, 18], STAT3 [19],
PPARy [20-22], COMT (23], a Taxxe uHTepdepoHOB 1-TO Tuma
B MMMYHHBIX K/IeTKaX IIyTeM aKTMBalMy SH0cOManbHOro TLRO.
ITpu sTOM IIpOAYLMpyeMble LIMTOKMHBI aKTUBUPYIOT T-K/IeTKM B
xieTky Thl,-22 1 -17,TeM caMbIM JOTIO/THUTE/IBHO aKTUBUPYA LI~
TOKUHBI, IIPUBOJIS1 K XPOHMYECKOMY KOXXHOMY BOCIIa/IeHMIO [24].

3aknoueHune

B cBoeit paboTe MBI BIIepBbIe IIOMbITaINCh AuddepeHImpo-
BaTb BY/IbI'apHbIIT IIcOpya3 6e3 mopaxxeHus cycraspos u I1A 1o
MOKa3aTemo YpoBH:A akcrpeccyyt TLRY B MMMYHHBIX K/IeTKaxX
KPOBIL.

Ham yganoch nonyunTb JOCTOBEPHbIE PA3INYNA B YPOBHAX
skcnpeccun TLRY Mexay mauyeHTaMu ¢ Icopuasom 6e3 mopa-
JKEHMA CYCTaBoB, ITA u rpynmnoit 350poBbIXx BOlOHTepOB. [Ipn
3TOM ypoBeHb aKcnpeccuy TLRY B MUMMYHHBIX K/IeTKaX KPOBU
nanueHTos ¢ ITA mpeBbllIaa TaKOBOI Y MALMEHTOB C TAXKEIOMN
U JIETKOII CTEIleHbI0 IIcopuasa 6e3 IMOpaXkKeHUs! CyCTaBOB, HO
CTaTMCTUYECKY JOCTOBEPHBIX OTINYMIT He OBLIO.

INonyyenHble HAMM PE3YbTATHI IIO3BONAIOT CHENATh BHIBOJ,
YTO MALMEHTHI C IICOpMa3oM 6e3 MmopakeHUs cyctaBos u ITA
OT/INYAIOTCA OYeHDb BBICOKVMM YPOBHeM aKcipeccyn reHa TLR9
B MMMYHHBIX KJIeTKaX KpOBM. BbICOKNUIT ypOBeHb 3KCIpeccuu
reHa TLR9 MO>XeT CTaTb MapKepoM Ilepexofia K TapreTHOI Te-
pamnmy HaIIeHTOB C IICOPUATUYECKOIT HOIE3HDIO.

PackpbiTie MHTEPECOB. ABTOPbI AeK/IapUPYIOT OTCYTCTBUE
SBHBIX I IIOTEHIIMAa/IbHBIX KOH(IMKTOB MHTEPECOB, CBS3aHHbIX
C Hy6nMKaume171 HACTOSIIEN CTaTbU.
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AHHOTauuA

TncTroumnTos n3 Knetok JlaHrepraHca (FKJT) ABnAeTca peakon natosnoruen B AETCKOM BO3pacTe C reTepPoreHHON KIMHNYECKON KapTUHOW NopaMeHua
KOCTHOW CUCTEMbI, KOXW, LIeHTPanbHON HEPBHOWM CUCTEMbI, NeYeHu, ceneseHKu, nerkmx, MMmdaTnyeckrx y3nos 1 KOCTHOro Mosra. B cBAsn ¢ atum
BO3pacTaeT YacToTa AMarHoOCTUYECKMNX OLIMOOK N NPOBOANTCA HeafeKBaTHaA Tepanua. 3a BPeMA AMarHocTuKky, nonbitok Tepanum MKJ1 anccemmum-
pyeT € nopa)KeHnemM opraHoB U CUCTEM OpraH13ma U K 31any mopdo-rmMmmMmyHonornyeckon sepudukanum guarHosa saboneBaHme xapakrepusyertcs
My/IbTUOPraHHbIM MHOFOOYaroBbiM NOPa)KeHNeM, YTO CYLLLECTBEHHO CHIKaeT nokasaTenu BblK1BaemMocTy 605bHbIX. B cTaTbe NnpuBoanTca onvcaHne
KnuHuyeckoro cnyyas K/, korga pebeHoK Habnoaanca epmaTosiorom rno noBofy aTonuyeckoro Aepmatuta okoso 2 net. OTcyTcTBue ybeantenb-
Horo 3¢deKTa OT NPOBOAVMMOI MECTHOW Tepanun HapsAay C He COBCeM TUMUYHOW AJA aTOMMYECKOro AepmaTTa KIMHNYECKON KapTMHON He CTanun
nokasaHvem ans 6roncumn Koxu. ToNbKo NMPUCOEAVHEHNE CUCTEMHBIX CYMMTOMOB C Pa3BUTMEM aHEMUU, IENKO- U TPOMOOLIMTONEHNN 3aCTaBUn
06paTTbCA 3a KOHCYNbTaLMel K AE€TCKOMY OHKOJIOry-remaTonory.

KnioueBble cnoBa: ructrounTtos 13 Knetok JlaHrepraHca, atonnyeckuin gepmatut, auddepeHunanbHan JUarHOCTHKa, 4eTW
Ana untnposauma: benviwesa T.C,, Banves T.T., MypawkuHd H.H. lepmaTtonornyeckue mackv ructmoumtosa n3 kKneTtok JlaHrepraHca. KnnHmueckmin
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CASE REPORT
Dermatologic masks of Langerhans cell histiocytosis. Case report

Tatiana S. Belysheva', Timur T. Valiev®12, Nikolay N. Murashkin?*

'Blokhin National Medical Research Center of Oncology, Moscow, Russia;

2Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia;

3National Medical Research Center for Children's Health, Moscow, Russia;

“Central State Medical Academy of the Administrative Department of the President of the Russian Federation, Moscow, Russia

Abstract

Langerhans cell histiocytosis (LCH) is a rare pathology in pediatric age with heterogeneous clinical presentation in skeletal system, skin, central
nervous system, liver, spleen, lungs, lymph nodes and bone marrow. Therefore, a number of diagnostic mistakes increase and inadequate therapy
administrates. For a diagnostic period, a try at treatment, LCH disseminates with organs and systems involvement and at the moment of morpho-
immunologic diagnosis verification, a disease characterizes as multiorgan multiple site affection, which decreased survival rate. In the current issue a
clinical case of LCH with mistaken prolonged (2 year) atopic dermatitis anamneses is presented. The absence of pronounced effect of topical therapy
along with nontypical for atopic dermatitis became not an indication for skin biopsy. After appearance of systemic symptoms with anemia, leuko- and
thrombocytopenia became an evidence for pediatric oncologist-hematologist consultation.

Keywords: Langerhans cell histiocytosis, atopic dermatitis, differential diagnosis, children
For citation: Belysheva TS, Valiev TT, Murashkin NN. Dermatologic masks of Langerhans cell histiocytosis. Case report. Consilium Medicum.
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KIMHUYECKUM CIIYYAN
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C peAM TUCTMOLUTAPHBIX ¥ AEHAPUTHOKIETOYHBIX OITy-
Xo7eit ructuonuTo3 us kiaetok Jlanrepranca (I'KJI) sB-
nsteTcst Hanbomee yacThIM 3aboneBaHueM y geteit. Ilo cBoeit
Mop¢o-uMmyHonorndeckoit mpupope I'KJl passuBaercsa us
MUETOUHBIX KJIETOK-IPEeALUIeCTBeHHNKOB 1 B 60% cny4yaeB
XapakTepusyercsa myTauyuamu B reHe BRAF. Exxeropno I'KJI
JOVAaTHOCTUPYETCA C 9aCTOTOM 4-5 cry4yaeB Ha 1 MIIH IETCKOTO
HacenmeHus1. Hanbornee gacto 3a607eBaT ety B BO3pacre 70
2 net [1].

Kmuunueckas xaptuHa ['KJI BecbMa mommmopdHa ¢ yac-
TBIM IOpaKeHMeM KOCTHOM cucteMbl (80%), xoxu (33%),
LIEHTPa/IbHOM HEPBHOJ CUCTEeMbl, BKIoYass runodpus (25%),
nevenn (15%), cenesenku (15%), koctHoro mosra (15%), ner-
knx (15%). Pexxe mpoucxoput mopakeHre nuMeaTudecKux
y3moB (5-10%). Hecnienpudmaeckne CMIITOMBI, TaKye KakK Jivi-
XOpaJiKa, BSUIOCTb U [OTEPsi MACCHI T€/Id, MOTYT OTMEYaThCs y
HaI[IeHTOB C OAHOCUCTEMHOIT MM MY/IBTUCUCTEMHOI POPMOIL
3aboneBanus [2, 3].

Iopaxenue xoxxu npu I'KJI sBnseTca ofHMM M3 4acTHIX 1,
KaK IIPaBUJIO, aCCOLUIPOBAHO C BOB/IEYEHMEM B [TATOIOTMYEC-
KUII TIPOLIecc [PYTUX OpraHoB U cucteM opranmama. s ['KJT
XapakTepeH MOMMMOPGU3M KOXXHBIX BBICHIIIAHWIT, KOTODBII
[IPEefiCTAB/IEH B BYJIe TOYEYHBIX IPUTEMATO3HBIX VM TEIECHO-
ro IBera Mamya wim mycTyl. KamHudeckas KapTMHA MOXeT
MMUTUPOBATh CeOOPETHBIIT fepMAaTUT UM 9K3eMaTU3UPOBaH-
HYIO 3pMTEMaTO3HYI0, TeJIECHOTO MM KOPMIHEBOTO I[BeTa Ie-
TEXMAIbHYIO CHIIb C YEIIYIKaMI, KOPKaMy Wi 6e3 HuX Min
nyprypy. OmmucaHbl BBICBIIAHNUSA, HATIOMUHAOIINE KCAHTOMEI,
BUTW/INTO, KpanMBHULY [4]. Y feTelt B Bo3pacTe 0 rofia mopa-
JKEHVSI KOXKM BOTOCKCTOM yactu ronossl ipu I'KJT wacto omm-
604YHO MPVHMMAIOT 3a CeOOPEIHBII IePMATHT, a creruduyec-
KO€e TIOpayKeHue KOXKU ITaXOBOiT 06/IaCTH — 38 PE3UCTEHTHBIN K
TepaIuy penVANBUPYIOLINII IIeJIeHOYHBIIT AepMatut [5]. B m1-
TepaType IPUBOANTCS IIMPOKIIL CIIEKTP KOXKHBIX IPOSIBIICHMI]
I'KJI, Brmro4aromuit rumo- [6] mwin runepuurMeHTHpOBaHHbIE
mATHA [7], IATHUCTO-TIAMYy/Ie3Hble, BapULE/UIONOAO0HbIE IIa-
HY/IO-IIyCTy/e3Hble BBICHINAHMA [8], spUTeMaTO3HBbIe, NUXe-
HuuIpoBaHHbIe [9] MM HAITOMMHAOLIYIE IOMKIIOLEPMUIO
6k [10], Besukysst [11], omyxonenogo6Hble mOpaXkeHNs
COCYAMCTOIl TIPUPOABI, IISATHA, HANOMMHAIOLIME MYpIYpY,
KPacHOBaTO-CYHIONIHBIE Y31bI [12], apuTeMaTO3HbIe, U3DA3-
BJIEHHBIE, TeMopparndeckue mopaxenus [13], mamymsr xern-
TOBaTO-OpaHXeBoro ngera [10], a Taxoke mamymbl u OGIAMIKK
¢duonetoBoro 1Beta [14]. IlopaskeHnst KOXY 4aCTO COIPOBOX-
marorcA sygom [15].

C y4eTOM TeTepOreHHO KIMHIYECKON KAPTUHBI KOXHBIX
nopaxenmit mpu I'KJI guarnocruka JaHHOTO MAaTONOTMYECKO-
TO IIpoliecca CJI0XKHasA, U MAalMeHThl MOTYT AIUTeIbHOe BpeMs
IPOXOANTH JIedeHMe 0 TOBOY MHOII KOXKHOII ITaTONIOT M.

KnuHunuyecknn cnyvam

Ponnrenu nanyenTta — 6e3 OTATOLIEHHOTO IO aTOINY CeMeli-
HOro aHaMHe3a. B BospacTte 1 rog u 8 Mec BrepBble OTMETU/IN
HOsB/IeHNe Y pebeHKa BBICBHIIIAHNIT C THOMHBIM OT/e/NAeMBbIM
B [IEPUAHAJIBHON ¥ MEXBITOANIHON 00/1acTAX, CONMPOBOXKAA-
oLIVecsT BBIPAXXEHHOI 60/esHeHHOCTbI0. O6paTnincey K aep-
MATO/IOTy IO MECTy >XUTENbCTBA, PEKOMEHJOBAH MECTHBIN
TomM4Yeckmit rmoxkokoprukocrepoupHsit (TI'KC) koMOuHM-
poBaHHbII Hpenapar B ¢popme Masu (beTameTasoHa LUIIPO-
IIMIOHAT B COYETAaHMN C KIOTPMMA30JIOM U C FEHTAMMUIVIHOM B
¢dopme cynbdara, TTKC III kmacca), a Takxke KpeM C AeliCTBYIO-
VM Bell[eCTBOM JeKCIIaHTeHO 5%. JleueHNe ¢ MUHMMAa/IbHBIM
TepaneBTHYeckuM 9¢(¢deKToM B BMe yMeHbLIEHUs 06bema
THOITHOTO OTfensieMoro. Bckope oTMeTnn M MosABJIeHNE BBICHI-
MaHUI Ha KOXe CKaJIbIla (BOIOCKCTAst YaCTh), YIIHBIX PAKOBUH
B BUJIe SPUTEMBI, BBIPRKEHHOTO LIeTyIIeHN, pOpMUPOBaHMEe
TpeLIMH, He COIPOBOX/aIeecs: 3ynoM. IIpopo/mkamm nede-
HJte KOMOVHMPOBAaHHBIM IpenapaToM B popMe Masu (GeTame-
Ta30Ha JUIIPONMOHAT B COYETaHUM C KIIOTPUMA30JIOM U C TeH-
TamuHOM B opMme cynbdara, TTKC III xracca) Ha obrmactu
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CKaJIbIIa 1 YUIHBIX PAKOBVH B peXMMe Yepes3 AeHb AIUTENbHO C
He3HauNTebHbIM TepaneBTIIecKuM 3G PeKToM B BIE YMEHb-
IIeHns wenyueHns. Yepes Hememo mocie OTMEHbI Teparun
OTMeYalu yXyAlIeHNe CO CTOPOHBI KOXXHBIX IIOKPOBOB, /lede-
HIte BO30OHOB/LIN. OT€UHOCTH, 9KCCYAALINY, MOKHYTUA B 00-
JIaCTM BBICHINIAHMIT He OTMe4anoch. Koxka nuia, kucreit, 6enep,
Hapy>KHBIX IIOBEPXHOCTEN TOJIEHEl 0CTaBaIach MHTAKTHOI.

Jo 4 ner pebeHOK HAaXOAWICS IOJ HAOMIOEHVEM [epMa-
TOJIOTA IO MECTY >XUTENbCTBA C HMATHO30M «aTOMNYECKMIT
mepmatut» (At[l). 3a BpeMms nedeHMsA Takke peKOMEH[OBaHa
Tepanus pasINIHbBIMI IPOTUBOA/UIEPTMYECKIIMY IIpernapara-
MM — CTaOUIN3aTOPOM MeMOpaH TYYHBIX K/IeTOK (KeToTngeH),
6mokaTopamMy TUCTaMUHOBBIX H,-perjenTopoB (uerupusuHa
IOVUTULIPOXIOPU]]), CEfATMBHBIMU IIperapaTaMiy pPacTUTENb-
HOTO IIPOVICXOX/IEHNUA (3KCTPAKT BalepyaHbl) U CpefcTBaMu,
YAYYIIAOMVMY MeTab0/IM3M TOTIOBHOIO MO3Tra (IIMIMH MU-
KPOKAIICY/IMPOBaHHBIIT). B cBA3M ¢ 60/1€3HEHHOCTBIO TIPY aAKTe
HedeKaly, BbISBAHHON BBICBHITAaHMAMY B II€pPUAHANBHON 06-
JIaCTI, Ha3HAYEeHBI CabUTeNTbHOE CPECTBO (TaKTy/I034), IIPo-
TUBOAVapeiiHblil npenapar (Saccharomyces boulardii CNCM
1-745 muodunusar), 610IOrNIECKY aKTUBHAA H0OABKa K MHIIle,
coueTaromas IpoOMOTUKY (KUBble MOIOYHOKMCTIbIE OaKTepuu
Lactobacillus rhamnosus GG) n npebnoruxu (ppyxroonuro-
caxapujsl), MMMYHOMOAY/IMPYOIVI Ipernapar ¢ IPOTUBO-
BUPYCHBIM JIe/iCTBMEM B (OpMe PeKTaIbHBIX CYIIIOSUTOPMEB
(uaTepdepon o-2b UemoBedeckuit peKOMOMHAHTHBI). [Ipn-
MEHSUIICh Pas3/IMIHble CXeMbl Hapy>KHOII Tepamu. Ha obmacts
BBICBIITAHMII Ha KOXKe CKA/IbIIA U VUIHBIX PAaKOBMH HAHOCKICS
TOIMMYECKUIT KOPTUKOCTepous, B hopMe Ma3u (MeTUINIpefHN-
3omoHa anenoHar, TTKC IIT kinacca) 2 pasa B IeHb JIUTENBHO
(6ormee 2 men), TTKC B dopme masu (¢payTuxasoHa mpomno-
Hart, TTKC III k/macca) OmonaM ¢ aHTMCENTUKOM JJIst HapyK-
HOTO npuMeHeHUs B ¢opMe Kpema (OeH3aKOHUA XIOPUJ B
COYeTaHWM C LEeTPUMULIOM) 2 pasa B [ieHb [yIuTenbHO (6osee
2 Hen). Ha xoxe mepuaHajbHOI 0671acTy IIpUMEHSAIACh Masb
(6eTamMeTasoHa IMIPONMOHAT B COYETAHMUN C KIOTPUMA30/IOM
U ¢ TeHTaMULMHOM B dopme cynbdara, TTKC III xmacca) 1:1 ¢
LIMHKOBOJI Ma3blo (IjHKa OKcKz) 10% 2 pasa B JeHb JITIUTENBHO
(6omee 2 Hery), KOMOMHVMPOBAHHBII IIperapar ¢ IIPOTHBOBOC-
[a/IMTEeNbHBIM, aHTUOAKTEPUATbHBIM, IPOTUBOTPUOKOBBIM U
pereHepupyIOINM JieiicTBUeM B ¢opMe KpeMa (MOMeTa3oOHa
¢dypoar B coueTaHUM C reHTaMULMHA Cy/l1b)AaTOM, eKCIIaHTe-
HOJIOM, 9KOHa30/1a HuTparoM) 1:1 ¢ MHKOBOIT Maspio (LMHKA
okcup) 10% 2 pasa B fieHb AynTebHO (607ee 2 Hef) U APYTUMU
cpeficTBaMy 6e3 BBIP@KEHHOTO TepaneBTI4ecKoro s¢gexra.
Ynyuurenns Ha QoHe cOOMIOEHNs IMIOAIEPreHHON [UeTbI
TaK)Xe He 0TMe4anoch. Ce30HHOCTM 0OOCTPEHMIT 1 BIVSHUS
IPOBOLMPYOLINX (PAKTOPOB (a//IepreHOB, UPPUTAHTOB, MUILIe-
BBIX IIPOAYKTOB) He IIPOC/IeXMBanock. Komnyectso aneMeHTOB
ChIy (9pUTEMATO3HBIX HAITY/T KPACHOBATO-KOPMYHEBOTO LiBe-
Ta, KOPOK >KEJITOBATO-CEPOrO I[BeTa) IMPOTPEAIEHTHO YBe/IN-
YMBAJIOCh, IOCTETIEHHO BOB/IEKas B IIPOLIECC MIPEUMYIIeCTBEH-
HO KOXY nuna (106, BucouHsle o6/acTin), TynoBuia. B to sxe
BpeMsI KOXa Iren (3aHsisl IOBEPXHOCTD), IOKTEBBIX U HOJKO-
JIEHHBIX CKJ/IafiOK, CTMOATe/IbHBIX [TOBEPXHOCTEI B IPOEKLINU
TOJICHOCTOIHBIX U JTy4e3aIlsICTHBIX CYCTaBOB OCTaBajIach CBO-
6oxHoIT OT BbIchImanuit. YKamo6s! Ha 3y OTCYTCTBOBANL.

B Bospacrte 4 neT obijee coCTOsIHME peOeHKa yXYALINIOCH,
pebeHOK CcTast BSIBIM, CHU3MICS anneTut. [Ipu obcnenoBannu
IO MeCTy >KMUTE/IbCTBA B OOIeM aHamM3e KPOBU: JIEHKOINTHI
1,55x10°/1, sputpountsr 3,45x10'%/71, TpomboumTer 93x10°/11,
HeiiTpodunsl 0,5x10°/11. I/ MCKII0UeHNA OIyX0JIeBOTo 3a60-
JIEBaHMA CUCTEMBI KpOBY IauyeHT noctymun B HVV peTckoi
OHKO7TOrMM ¥ remarornorumy. Ha MOMeHT oOpaleHus: BBICHI-
IaHUA Ha KOXKe JIMIIA, BOJIOCUCTO 9acTU TOJIOBBI, TYTOBUILA
IpefcTaBIeHbl 9PUTEMOIL, MaIllyTaMy KPacHOBAaTO-KOpUYHe-
Boro nseta guamerpom ot 0,2 1o 0,4 cM, KenTOBaTO-CephIMU
kopkamu (puc. 1,2).

Ha ocHOBaHMM KOMIIIEKCHOTO ab0paTOpPHO-MHCTPYMEH-
TaJbHOTO OOC/IEOBAHNS, BKIIOYABIIEr0 OMOICUI0 KOXMU C
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Puc. 1. CoctosiHNe KOV roNioBbl 0 Hayana feyeHus.

MOP(O-MMMYHOTIOTMYECKIM  MCCIeOBAHNEeM, YCTaHOBJICH
IMAar"o3: My/IbTUCUCTeMHbIT MHOroo4darosblit I'KJI ¢ mopaske-
HMEM KOXXM, BUCOYHBIX KOCTEN, IPAaBOJl IIOAB3/JOLIHOM KOCTH,
BEpPXHEUeTIOCTHBIX Na3yX, MMMQAaTUIeCKVX y3/I0B e, I1axXo-
BBIX, TOIMBIIIEYHBIX C 00EUX CTOPOH, OPraHOB pUCKa (IeUeHb,
cesle3eHKa, KOCTHBII MO3T). [pyIiIia BBICOKOTO pHCKa.

ITauyeHTy HavyaTa Tepanus o nporokony LCH III (Bun6ma-
CTUH, IPEJHN30JIOH) C BHIPA)KEHHBIM KIMHIYECKNM 3 PeKTOM
(puc. 3,4).

TakuMm 06pasoM, YCTaHOBIEHHBI KIMHUYECKUII [MarHos,
MHOXecTBeHHasA pmccemmHanya I'KJT crparnéunymposanm
60/IbHOTO B TPYIIIY BHICOKOTO PYUCKa IIPOrPaMMHOI XMMUOTe-
parmu. Boi6paHHas TaKTHKa II03BO/IU/IA IPOBECTY IIPOrPaMM-
HYIO TEepaIIo C BIPAKEHHBIM K/IMHNYIECKNM 3P PEKTOM.

O6cyxaeHne

Ar]l - nupupyomuii B JeTCKOM HONy/IALMM MYIbT(aK-
TOPHBI/I BOCHA/INTENbHBIN AEPMATO3 MMMYHOAJIEPTUYECKON
IPUPOJDI, XaPAKTEPU3YIOLUIMIICS BbIPAKEHHBIM KOXHBIM 3y-
[IOM, XPOHMYECKMM TEUeHUEM CO CTAfuAMU OOOCTpeHUA U
peMyccuit, BO3pAacT3aBUCHMON MAIUTPONl MOPQOIOTMIECKUX
9/IEMEHTOB B aHATOMMYECKMX 30HAX MHTepeca. JleTckme mep-
MAaTOJIOTY €XeJHEBHO CTa/KMBAIOTCS C HEPBUYHBIMY MallVeH-
TaMM C aTOIMel. JJMarHOCTIYeCK il aIrOpUTM BKII0YaeT cOop
a/leproaHaMHe3a, OIeHKY IUIO[afyl TMOPaKeHNA U TAKeCTH
TedeHyss 6oresHm, amiepronormyeckoe obcnemosanmve. st
Ar]l onpepiesieHbl OCHOBHBIE KPUTEPUM AMATHOCTUKI: KOXHBII
3yHl, XapaKTepHble MOP(ONOrnYecKne 3MeMEeHTbI CBIIN B TH-
IMYHBIX aHATOMIYECKMX 00/IacTAX, paHHee Hava/lo 3aboeBa-
HYISI, XPOHMYECKOe PeLUANBUPYIOLiee TeYeHNe, OTATOIIEeHHBII
CeMeVHbIiT aHaMHe3 110 arommu. K JOmonMHNTeIbHBIM KPUTEpH-
AM OTHOCATCA: CYXOCTb KOXXHBIX IOKPOBOB, PeaKI[UM TUIIep-
YyBCTBUTEIBHOCTH HEMEMIIEHHOTO TUIIa (TeCT € ajIepreHamn),
Genblit fepmorpadusm, muuHusa JenHn-Moprana (Dennie-
Morgan; mpofonbHass cybopOuTambHas CKIafKa HIDKHETO
BeKa), IUIEePINTMEHTALs KOKIU [epHOpOnTanIbHOI 06/1acTH,
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Puc. 3. CocTosiHME KOXKM1 FONoBbI Noc/e 2 Hep NPOTUBOONYXO-
nesoii Tepanuu 8 HUW geTcKoii OHKONOrMM 1 rematonornm -
paspeLueHIe 37IeMEeHTOB.

Puc. 4. CocTosHNE KOXXW CMIUNHDbI canycta 6 mec npoTtunBoonyxose-
BOro JieKapCTBEHHOrO JieyeHuA.

KepaTOKOHYC (KOHMYecKas (hopMa pOTOBUIIBI), PeLIUANBUPYIO-
I KOHBIOHKTUBUT, TUIIEP/IMHEHOCTD M YCU/IEHME PUCYHKa
JIaJJOHel, 3K3eMa COCKOB.

ITpyu aHanM3e aHAMHECTUYECKUX JAHHBIX HEOOXOLUMO y4u-
TBIBaTb aHTeHaTa/IbHble PAKTOPBI pucKa pasButust At]l: TOK-
CHKO3bI OepeMeHHbIX, MACCUBHYIO CONPOBOAUTEIbHYIO MeMIN-
KaMEHTO3HYI0 Tepallio, KOHTAKT OepeMEeHHOI >XEHIIUHBL C
INIIEeBBIMU U IpodeccroHanbHbIMy autepreHamu. K moctHa-
TaJIbHBIM (PAKTOpPaM OTHOCATCS MCKYCCTBEHHOE BCKapMIIMBa-
HIE, paHHee BBeJIeHNE B NUIY TBEPAbIX IPOAYKTOB, paHHMIL
KOHTAKT C MeIMKaMEHTaMy, HEpPALMIOHAIbHBIN YXOf 3a KOXKel
MJIafieHIIa. BaKHO olleHUBATh amieprudeckue (aTommdeckue)
3ab0neBaHMsl B ceMbe pebeHKa, IepeHeceHHble paHee Ially-
€HTOM aJUleprideckye 3aboleBaHVs], peakuuy Ha BBefeHNe
CBIBOPOTOK, BaKIVH, JIEKApCTBEHHBIX IIpemaparoB. Tamoke
HeOOXOAVMO aHaIM3UPOBaTh (PAKTOPDI, IIPOBOLMPYIOLINE
obocTpeHne: BIMSIHME K/IMMaTa M IIOTOfbI, OTPULIATEbHBIX
9MOLMIL, PEeCIMPATOPHBIX MHQEKLNMI, INIEBbIX, OBITOBBIX U
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(GUSMYECKUX TPUITEPOB, TPOIHOCTb K BTOPUIHOMY MHGULIU-
POBaHMIO BUPYCHBIMU U OaKTepuaabHbIMU areHTaMu (repliec,
IOfiepMIS 1 Ip.).

OJIeMeHTBI CBIMM U BOBJIEYEHHBIE B ITATOJIOTMYECKMIl IIPO-
1[ecC aHATOMIYeCcKIe 06/1aCTV HEIOCPECTBEHHO aCCOLUIPO-
BaHbI C BO3PACTOM Hal[eHTa. BbIchIaHyA y ieTeil HepBbIX IeT
JKVM3HM MMEIOT OCTPOBOCIIA/INTE/IBHBIN XapaKTep — IPeAcTaB-
JIEHBI OTEKOM, SPUTEMOIA, IKCCyJaLiiell, MOKHY TeM, MUKPOBE-
3MKy/IaMM M TAIyIaMU. PacIo/IoKeHbl IPEeNMYIeCTBEHHO Ha
KOXe JINIIa, KUCTell, Gefiep, Hapy>KHBIX TOBEPXHOCTEN TOTIeHel.
Y peTeit cTapuiero Bo3pacra B KIMHMYECKON KapTHHE IpeBa-
NIMPYIOT MMXeHU(PUKALVS VI HAIy/Ibl B 06/1aCTH CrubaTebHbIX
IIOBEPXHOCTEN BEPXHUX U HIDKHUX KOHEYHOCTEI.

Boigensator 3 cragum 3aboneBaHysA. MiageHdecKas CTagus
MaHN(ECTUPYET B MEPHOJ;, HOBOPOKIZEHHOCTH ¥ IIPOFOIDKA-
eTcsi o 2 yieT. [ 9Toro mepuopa XxapakTepHa 9KCCyAaTUBHAs
¢dopma At]l - KIMHMYECKasA KapTHMHA MpefCTaB/IeHa OCTPBIM
BOCIaJIeHVMeM B BUJe TUIIepeMMM, VHOUIbTpAIMM U OTeKa
KOXM, 9K3eMaTO3HbIX mamynt fo 0,1 cM B AmameTpe, MUKPOBe-
3MKYJI C CEpPO3HBIM cofepXuMbIM. ITocmeqHue pu BCKPBITUU
GbopMUPYIOT «9K3eMaTO3HbIe KOJIOALbI», CIIOCOOCTBYs BBIpa-
JKEHHOI 9KCCYAaLyy ¥ MOKHyTHo. [leTeit 6eCIiOKOUT BbIpa-
JKEHHBIIT 3y[I, 00/IE3HEHHOCTD U >KXKEHIEe KOXI. DKCKOpUaLun
MPUBOAAT K (GOPMUPOBAHUIO CEPO3HO-TEMOPPATNIECKNX KO-
POK Ha IOBEPXHOCTM 04aroB. He peaKoCTb BTOPUYHOE VH-
¢buipoBanue. BpIChIIaHMsA CYMMeTPUYHbIE, PACIIONOXKEHBI
[IPeNMYIIeCTBEHHO B 00/IacTH 1IeK, 162 1 of60posKa (xapak-
TEPHBIIl CUMIITOM — MHTAKTHAs KOXKa HOCOTYOHOTO TPEyroyb-
HIIKa), Ha KICTAX, BO3MOXXHO, Ha OeIpax, Hapy>KHBIX IOBEPXHOC-
TAX roneHelt. Paciipoctpanennsnt At/l (mycceMnHMpOBaHHASA
¢dopma) XapaKTepu3yeTcsi PACIONOXKEHNEM BbICBHIIAHMUIT Ha
KOXKe TY/IOBMINA, a TAaKXXe KOHEYHOCTell C MpeUMYIeCTBeH-
HBIM MOpa)KeHMeM UX pasTubarelbHBIX MOBEPXHOCTell. MeHee
pacrpoctpaHeHHolt popmoit At]] MiaseHdeckoit ctaguu (o
30% cy4aeB) SIB/IAETCS PUTEMATO3HO-CKBaMO3Has1. B xiuu-
9YeCKOIl KapTVHe IIPeBaIMpPYyIOT TUIIepeMus ¥ MHQUIbTPALV
CO CTTabbIM LIeTTylIeHeM. BhIChITaHNA B BUJe 9pUTEMaTO3HBIX
IITEH U TAITy/I PAcIIONIOXKeHBI Ha KOXKe J10a, IjeqHoit 06/acTy,
B 30He CKasIbIIa (BomocucTast 4acth). CyOpeKTNBHO 6eCIoKonT
3y#. [IaTOrHOMOHMYHBIM CUMIITOMOM SIBJIAA€TCA YCUTIEHME SPK-
TEeMBI B Be4epHIIe Yachl 11 TOYTH MOMTHOE ee OTCYTCTBYE YTPOM.

Hetckas cragyus At]] HauMHAETCsI B BO3pacTe 2 U JUIUTCS O
12 net. IlpepcraBieHa HECKONBKMMY KIMHUYECKUMHU GopMa-
MI: 9pUTEMATO3HO-CKBaMO3HasA, MUXCHOUJTHAS M NPYPUTH-
HO3HAsA.

ITo pacrpocTpaHeHHOCTH HPOL[ecca BBIAEIISIIOT OrPAaHIYeH-
HbI1 AT]] (DpeuMylecTBEHHO KOXKa nula, He Gomee 5-10%
MOBEPXHOCTY KOXXHBIX ITOKPOBOB); PacIpOCTpaHeHHbIT AT/l
(10-50%); snddysusiit ATl (6omee 50%).

ITo crapusam tedenus: At]l: obocTpeHMe, HEMOMHAsA PEMMUC-
CIsl, PEMUCCHAL.

ITo cTemeHNM Ts>KeCTM IIpollecca: JIETKOe TedeHMe, CpefHell
TSDKECTY, TSDKENO€e TeYEHMe.

InarHoctyka At]l BKIOYaeT 1ab0OpaTOpHbIE M MHCTPYMEH-
TaJIbHble METOAbI MccenoBanmsA. Kimuudecknit aHamms KpoBu
(s03uHOMMNA), KOXKHBIE TECTBI C annepreHamu (IIPUK-TeCT,
CKapuQUKaLMOHHbIe KOXXHBIE IIPOOBI) BBIABILIOT MIMMYHOIJIO-
6ymua (Ig)E-omocpenoBanHble ajlepruyecKie peaxiym. Jmm-
MMHAIVMOHHAA myeTa (CeHcMOMMmM3anus K 3/71aKOBBIM, OeTKaM
KOPOBbEro MOJIOKA U JP.). B HeKOTOPBIX KIMHMYECKMX CITydasax
MOXXeT OBITh PEKOMEH/IOBAHO OIIpefie/ieHNe ajiepreHcIenygu-
veckux IgE-anTntern in vitro (B ceiBOpoTke Kposu) [16].

Oubdepennnanpbuas grarHoctuka At/l BKIIOYaeT IIeblit
pAapn saboneBannit. CeGOpeifHBIN AepMAaTUT — Y MIafeHIEB
3aboneBanne MaHupeCTUPyeT B IepBble HeReMN >KU3HI. DTH-
onorndeckuii paxTop — rpub Pityrosporum ovale. 3aboneBanue
IpeCcTaBIeHO SPUTEMAaTO3HBIMU OdYaraMu € (peCTOHYATBIMU
KpasMU, CKOIUIEHMEM B MeCTaX BBIPa)KEHHOTO CalooTHene-
HIUS, IPEMMYIIECTBEHHO Ha KOXKe CKajbra (BOMOCHUCTOIN Jac-
TH), B 06/1aCTH HOCOTYOHBIX M MAXOBBIX CK/IA/IOK, MACCUBHBIX
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CJIOUCTBIX «MOJIOYHBIX» >KMPHBIX KOPOK >KeITOro IBeTa. 3y
py ce6OpeiiHOM AepMaTuTe C1abblit WX OTCYTCTBYeT. Jud-
(depeHIMaNbHBI IuarHo3 ¢ At/l IpOBOAAT Ha OCHOBaHUU
KIMHAYECKUX XapaKTepNCTUK, CITabOBBIPaXKEHHOIO  3Y/a,
CaMOIIPOM3BONIbHOTO paspelleHMsa B I'PYIHOM BO3pacTe, OT-
CYTCTBUEM CBsI3M OOOCTPEHWIT C Ce30HOM, HeXapaKTepHOII
TUIEePUMMYHOIIOOyIMHeMIell. IleleHOUHBI JepMaTUT —
ellle OfIHA HO30JIOTHA, IIATOTHOMOHWYHAS /I JleTell paHHero
Bospacra. 3aboneBaHne 0OyCNIOBIEHO AedeKTaMy yXoma 3a
pebenkoM (pasmpakeHye KOXXM MOYOIT, KoM, CUHTETUYeC-
KUMM MOIOIIVMMIU CpefcTBaMy). XapaKTepusyeTCs SpUTeMOIi,
OTEYHOCTDI0, YPTUKAPHOI CBHINbIO, Be3UKyIaMM, IyCTyIaMu,
KOPKaMJ, PacHoOIOXEHHBIMU B OO/IaCTU IPOMEXKHOCTH, Ar0-
o, 6epep. 3yn orcyrerByet. Ot AT]] 3aboneBaH1e IO3BOTISET
v depeHIMpPOBaTh YCTaHOBICHHDIN 3TUONTOIMYECKMil (ak-
TOP, IOKQ/IM3ALMA U XapaKTep 37IeMEHTOB ChIIIN, OBICTPOE U3-
JiedeHue Nocie yCTpaHeHna Tpurrepa. Yecorka — mapasurap-
Hoe 3aboseBaHIe, BCTpeyaeTcs B M060M BospacTe. IIpomecc
BBI3bIBaeT Sarcoptes scabiei. Ha koxxe oTMedaloTcA 3ypmsiiye
HaIy/bl M BE3UKY/IbI, PACIOATAIOIMECS TMHEHO, TIOIapHO,
XapaKTepHbIe YeCOTOYHbIE XOJ[bl, pacuechl. TuIMIHas TOKaIu-
3al[VIs — MEXIIa/IblIeBble CK/IA/IKY, CTUOaTeIbHbIe TOBEPXHOCTHU
KOHEYHOCTell, ITaxoBasi 0071acTh, KMBOT, § M/IafieHIIeB 4acTO
HOpaXKaeTcsl MOAMbIIIeYHast 00/IaCTb, Liest, TaJOHN, IOf{OLIBbL.
ITpu HepanMOHATbHOM JI€YeHNN Pa3BUBAETCS SK3eMaTHU3aLNA
Y VIMIETUTMHU3AIMs 04aroB. 3aboeBaHIe CONMPOBOXKIALTCS
CUJIbHBIM YIIOPHBIM KOXKHBIM 3Y/IOM, IPEMMYILECTBEHHO Be-
4epoM I B HOYHOe BpeMs. JecoTKa MOXeT OBbITb 3aII003peHa
IIpY AaHAJIOTMYHBIX CUMIITOMAX Y APYIMX 4IeHOB ceMbl. [Juar-
HO3 YCTAaHAaBIMBAETCSA IOCIE TaOOPaTOPHOIO OOHAPY>KeHUs
YeCOTOYHOTO KIellja B COCKoOe, YTO IMpefiCTaBAeT ONpefieeH-
HYIO CJIOXHOCTD Y JieTell C TIIAaTe/IbHbIM I'MIMEeHNYEeCKUM pe-
>)xuMoM. [leckBamaTuBHasA spurpopepmus Jleitnepa-Myccy -
KpaliHe pefiKas IaTOJIOTHA, BCTPeYaeTcs Y fieTell IepBoro Me-
Csilja )KM3HM, STUOMIOTUYECKN CBsI3aHa C HapylleHueM ¢arorm-
to3a. Knunnueckn saboneBaHye npepcrasneHo nuddgysHoi
9PUTEMOIT, MOKHY TVEM, Maljepalueif, 06pasoBaHyeM TpeLIVH,
HaC/IOeHMeM MacCUBHBIX KOPOK (IIpeMMYIeCTBEHHO Ha BOJIO-
CHICTOJI 9aCTH TO/IOBBI), OOM/IBHBIM OTPYOEeBUIHBIM 1 IUIACTIH-
YaTbIM IIe/TyIIeHNeM, Ayapeeli, 3aiepyKKoil IIpUOaBKM MacChl
Teja, CMHAPOMOM MaibabcopOiun. Beicbimanus ObICTPO mpo-
TPECCUPYIOT, 3aHMMasl BCIO IOBEPXHOCTb TY/IOBUILA, KOHEY-
HOCTell, KOXY /MIla B TedeHMe HeCKONbKUX fHeit. OcobeHHO
TSDKeoe MOpPaKeHMe OTMeYaeTCs B OO/IaCTH IIPOMEXHOCTH,
MaX0BO-6e/[peHHBIX, MOAMBIIIEYHBIX CKIAIOK, Ha ATOMUIIAX.
3yn npu aToM cmabsiit unu orcyrcTByeT. Oblee TsKenoe Co-
CTOSIHME, PA3BUTHUE CETICICA, OTCYTCTBIE CEMEITHOTO aTOIMYec-
KOTO aHaMHe3a II03BOJIAT AuddepeHIpoBaTh 3a601eBaHme
¢ At[l. Cungpom Buckorra-Omgpuya - Hac/nefCTBEHHBIN
HepBUYHBIL MMMyHOflepuunt. 3abo/ieBaHNe MPOSBIAETCA
[PV POXK/IEHUY HA/INYeM TPOMOOLIMTOIIEHN, BBICHITAHVSIMI,
HarmoMyHaowuMy At/[l, penupuBUPYROIMMYI NHOEKUMIMIL.
KoxxHas cMMITOMaTMKa IpefcTaB/leHa YIOPHBIMU 3pUTEMa-
TO3HO-CKBAMO3HBIMM BBICHIIIAHMAMMY, IKCKOPMALUAMY, 3KC-
cymanueit B 007IacTy /IMLA, KUCTeN, BBIPOKeHHBIM 3yfoM. OT
Ar]] 3ab6oeBaHMe OTINYAIOT XapaKTePHble KPOBOU3MUAHNA HA
KOJKe ¥ CIM3UCTBIX B BUJIe TyPIyPhl U 9KXMMO30B 3a CYeT BbI-
PaXeHHOI TPOMOOLUTOIIEHNN, PEeLNAVBUAPYIOLE BUPYCHBIE,
OakTepuanbHble 1 I'PUOKOBbIE 3a00€BAHMUA KOXYU U APYIUX
opraHoB. Po3oBsiit numaii JKubepa — pepmaros, Hambosee
YacTO BCTPEYAIOMIMIICA Cpefy ML CTApLIero MOApPOCTKOBO-
r0 BO3PACTa, IPEUMYILIECTBEHHO B BeCEHHE-OCEHHUII IIepUO],.
ITpencrasmsteT co60it epMaTONIOINYECKOe IPOSBIEHIE BUPYC-
HOJ mHpeKiyunu. VIHUIMANTbHO NPENCTaB/IeH «MAaTepPUHCKUM
IIATHOM» PO30BOTO IIBETA C KEITOBATHIM OTTEHKOM I ILENTy-
IIEHVEM B LIEHTPE, B IIOCIEAYIONIEM — OOV/IBHBIMY BBICHITTAHM -
sIMU B BIJie HeOO/IbLINX PO3OBBIX IsATeH AuameTpoM 0,5-1,0 cm
C MeJIKMMM CK/IAQYaThIMM YelIyfKaMy 110 TUITY IaIMpOCHO
6ymary B neHTpe. ITopaXkaoTcs IpenMyIeCTBEHHO 60KOBas
HOBEPXHOCTb TY/IOBMINA, CIUHA, IUle4n, Oefpa (10 IMHUAM
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Jlanrepa). 3yn cmabo BblpakeH. i 3abo/eBaHMA XapakTep-
Ha BECEHHEe-OCEHHSAsA CE30HHOCTb, Pa3pelIaloTCsA BbICHITAHMS
IIpM palyiOHaIbHOM yXxofie 3a 6 Henl. HacmemcrBenHble Hapy-
HIeHM: 00MeHa TpUNTOo(daHa BbIAB/IAIOTCA yXKe B pAaHHEM BO3-
pacTe, 0OBIYHO B CBSSM C COIIyTCTBYIOLIEN HEBPOIOTUYECKOI
CUMIITOMATVKOII (MO3>KEYKOBOI aTaKCHelt), a TaKkKe IMaHKpe-
aTuToM. HapylieHus KOXXHBIX IOKPOBOB IIPE/ICTABIEHBI TH-
IIepeMuell, OTEYHOCTDIO, BE3UKY/TaMI, SKCCyJaleil, KOpKaMI.
BbIchimanms T0KaU3yOTCA IPEUMYILECTBEHHO Ha KOXKe LA,
pasrnbarenbHbIX IIOBEPXHOCTEl KOHEYHOCTEN, TY/IOBUIIE,
Aropuuax. Jlid meTeit crapiiero Bo3pacTa XapaKTepHBI THUIIe-
peMus, IMaIyJIbl, TMXeHUpUKaL s, 9KCKOPUALIUM, PACIIONIOXKEH-
Hble B 00/1aCTH 1Ien, CYyCTaBOB, CrMOATeIbHBIX IIOBEPXHOCTEN
KOHEYHOCTe, IepyopOMTanbHO M IepuaHaIbHOM 30HAX.
TeueHne 3abo/eBaHMSA CONPOBOXK/AETCSI CUIBHBIM 3YLIOM.
MxTHo3 OOBIKHOBEHHBII (KCepo3, BY/IbrapHBIN MXTHO3,
OOBIKHOBEHHBIl VMXTHO3 ayTOCOMHO-JIOMMHAHTHBIN) — Te-
HOJlepMaTo3, MaHU(eCTUPYeT B IepBble MECALBI XM3HM. Xa-
pakTepusyercst GOIUKY/ISIPHBIM TUIIEPKEPATO30M, CYXOCTbIO
KOXH, MYKOBUJHBIM, OTPYyOEBUJHBIM, MEIKOIIACTHHYATHIM
LIeTyIIEHNEM, YCUIEHNEM CKIa[iYaTOCTI M KOXKHOTO PUCYHKA
MafioHell ¥ TIOfIOLIB, JIOMKOCTBIO HOrTel u Bosoc. Ilopaxe-
HIte Koy HocuT udysHbIT XapakTep — B MaTOMOTMYECKIUI
IPOLECC BOBJIEKAIOTCSA TYNIOBMILE, BEPXHME M HIDKHUE KO-
HEYHOCTH, OJHAKO KO)Ka JIOKTEBBIX U MOMKOJEHHBIX CKIAIOK
OCTaeTCsA MHTAKTHOM, TAK)Ke MMOPAXKAIOTCA JIAJOHM U OO~
BBI, HOT'TH, BO/IOCHL. 3y BBIPaXKeH C1ab0, OXHAKO 3MMOIL 3yA U
CYXOCTb KOXM ycunuBarorcs. Bosamoxno coueranue (1/3 cy-
JaeB) 0ObIKHOBeHHOro mxTmosa un Ar/l. Mukpobnasa sksema
HOpaXkaeT KOXy B M0o60M Bospacte. KiHudYeckuM mposiie-
HUAM 4YacTO IIPEAIIECTBYIOT TPaBMaTUYeCKMe U IMOTEHHbIE
nopaxenns. PasBurue 3abomeBaHust 0OYCIOBIEHO CEHCHOM-
NM3anyMeil K CTPeNTOKOKKY 1 cTaduaokokky. Ilpencrasneno
SPUTEMATO3HBIMM OYaraMy C 4eTkumu rpaumiamu (1-3 cm)
HACBIIIEHHOTO KPACHOTO 1IBETa, 4acTO aCMMMETPUYHBIMU B
0671acTM TO/IeHelt, MOTYT MMeTb PAaCIPOCTPAHEHHBIN Xapak-
Tep. OTMeYaloTCsA YMEpEHHBI 3yJi, MHOIZTA XOKeHMe, 6omes-
HeHHOCTb. Ha MecTe paspemmBIINXCSA 37IEMEHTOB OCTAKOTCSA
TUIO- WIN TUIEPIMIMEHTUPOBAHHbIE IATHA, NOBTOPSAIOLINE
KOHTYpBI IpepurecTByomux 6mamex. Ilcopmas o6pIKkHOBEH-
HBIiT — My/TbTU(AaKTOPHBIIT epMaTO3 C HACTeNCTBEHHOI TIpei-
PacCIIONIOKeHHOCThI0. BeTpedaercst B m060M BO3pacTe, Xxapak-
TepusyeTcs rumneprponudepanyeil sMuAepManbHbIX KIETOK,
HapylIeHMeM KePaTMHM3ALMM M BOCIATUTENbHONM peaKumen
B JiepMe. DJIeMeHTbI ChIIM MPeICTaB/IeHbI MaIy/IaMy, O/IAIIKa-
M1, TOKPBITBIMY CepeOPVCTBIMMU HelLyiIKaMI, C TOKa/IN3alyei
Ha BOJIOCMCTOI YaCTU TO/IOBBI, PasrnOaTeNbHOI MOBEPXHOCTH
JIOKTEBBIX ¥ KOJIEHHBIX CYCTaBOB, TOOBIX Y4aCTKaX KOXKHOTO
nokpoBa. 3y/ cmabbii. XapakTepHa AMarHOCTMYECKAs ICOPU-
aTMyecKas TpUaja: CUMIITOM «CTEAPMHOBOTO IIATHAY, T€PMU-
HAJIbHOI IUICHKV» U KPOBSIHON pocbi». IeprmerndopmMHbIi
mepmarut [JropuHra — 3aboeBaHe geTell CTaplIero BO3pacTa,
006yCI0BIeHHOE ITOBBILIEHHO YYBCTBUTENBHOCTDIO K I/IIOTEHY
u nenuakueit. Knmamdecku nposABseTCs METKMMU HAIIPSIKeH-
HBIMU ITy3bIPbKaMM Ha 3PUTEMATO3HOM (OHe, MEeTKMMMU IaIly-
JIaMy 1 BOJIABIPSIMM, PACIIONATAOIIMMUCA CTPYIINIMPOBAHHO U
CUMMETPUYHO IIPEUMYILECTBEHHO Ha KOXKe TYNOBUIIA, PasTu-
6aTeNbHbIX MOBEPXHOCTAX KOHEYHOCTEN!, ATORMII. BpichImaHysa
CONPOBOX/JAKOTCA CUIbHBIM JOKEHMEM KOXU. [luarnocru-
YeCKM 3HAYMMBl MPOBOLMPYIOLIasAd POJb IPENapaToB Jiofa,
DJIIOTEHOBOJ Iy (371aKu), 903MHOGUIBI B COHEPXKIMOM
Iy3BIPbKOB, OT/IOKeHUs IgA B koxe. T-kineTounas mumdoma
KO (paHHMe cTaguy; TprOOBUAHBIN MUKO3) He ONMMCaHa
y JeTell paHHEro Bo3pacTa. B Bujle efMHIMYHBIX HabIOmEHMI
TpUOOBUIHBIN MMKO3 OTMEUeH y IOApOcTKoB. Ha paHHNMX cTa-
AVAX TPUOOBUIHBIN MUKO3 HIPEACTaB/IeH OTEYHBIMM IIATHAMM
APKO-PO30BOIl OKPAcKM C IIelylleH)eM, Ha 6ojee IO3THUX
CTaMAX — OMAIIKAMU U Y3/IaMM IPEUMYIIECTBEHHO Ha KOXKe
TY/IOBMIIIA, KOHEYHOCTEI. 3/I0Ka4eCTBEHHbIN IPOILecC COIpo-
BOX/IAeTCA MYYMTENbHBIM 3yfoM. [TuddepeHunanbHbii nu-
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arHos ¢ At/l mosBosieT poBecTy Oojee XapaKTepHas MaHMU-
¢ecrauys 3abomeBaHuss B Bospacte mocie 30 jet, ObICTPBIi
Iepexof;, OT IATeH K MHQPUIBTPATUBHO-O/IAIIEYHBIM SIeMeH-
TaM, UX GeCHOpsAZOYHAs JTOKAIM3ALS, [JINTENIBHOE TSDKENT0e
Te4eHIe, Pe3y/IbTAThI OMONICHI KOXKIL.

KT raxke Tpebyer nposemenus anddepeHIanbHoO
myuarHOCTUKY ¢ AT]l, ceOOpeiiHbIM JepMaTUTOM, IICOPUA3OM.
It TKJI xapakTepeH monmMopdu3M KOXXHBIX BbICHINAHUIL:
TOYEYHbIe SPUTEMATO3HBIE VU TEIECHOTO LIBETA IIAITY/Ibl VU
IYCTY/Ibl; BBICHIMAHMSA HAIIOMMHAIOT KCAHTOMBI, BUTWJIUTO,
KpanuBHMIY. OKOHYATe/IbHBII AMATHO3 YCTaHABINBACTCA IPU
KOMIIJIEKCHOM 00C/IefoBaHNy 6ONBHOTO, BK/IIOYAIOIIEM PEHT-
TEHOBCKYI0 KOMIIBIOTEPHYI TOMOrpaguio, yIbTpasByKOBOE
MCCTIefOBaHNe, Pagron30TOnHoe rccnegoBanue ¢ 99Tc (mmst
VICK/TIOUEHVIST TOPa>KeHMsI KOCTeit), OOl U 6MOXMMUIeCKIit
aHa/N3bI KPOBIL.

Jleyenne At]l BK/IIOYAET 3MMMMHAIMOHHbBIE MEPONPUATHUA,
TUIOA/UIEPTeHHYI0 [AMETY, NeYeHNe COIMYTCTBYIOLell MaTomo-
TUU, TOMMYECKYI ¥ CUCTEMHYIO JIeKapCTBEHHYIO Tepalluio.
Ilenpro Hapy)xHOro medeHus: At]l siBisieTcs KynupoOBaHMe
BOCIIAJIEHNsI 1 3Y/a, BOCCTAHOBJIEHIE BOJHO-IUITUFHOTO CIOS
I Iofiep>KaHys 6apbepHOIt pyHKIM Koxu [17]. MecTHbIe
I'KC - npenaparsl BbI6Opa B KadyeCTBe MHUIIMAIBHOI Teparmn
IIpU CpefHeTsDKenoit un Tshkenmoi ¢opmax At]l, mpemaparst
1-it nuHyy npu nedeHun oboctpennit 3abonesanus [18]. He-
IIPEPBIBHBII KYPC TepPAINy TOMMYECKIMY CTepOUiaMu He I0TI-
JKeH MpeBbIIIaTh 2 Hef. KOMIpPOMMCCHBIM pellleHneM MOTYT
OBITh MHTEPMUTTUPYIOLIYIE KYPChI WV TEPANS TOMMIECKIMU
uHrnéuropamm KanbuyHespusa [19]. Ilpu HeapdexTrBHOCTH
MECTHOJ Tepamnuy ¥/WIN TOSIBIEHNN CUCTEMHBIX CUMIITOMOB
3a007meBaHNs ClIeflyeT PacCMOTPETh BO3MOXKHOCTb IIpOBefie-
HUsE OMOTICUU KOXKML.

3aknoueHune

IIpencTaBneHHbIT KIMHNYECKI CIy4all IEeMOHCTPUPYET He-
TUIMYHBIA 47151 AT/l aHaMHe3 3a00/IeBaHNs, KIIMHNYECKYIO Kap-
TUHY, OTCYTCTBYE 3 PEKTa OT TOMNIECKMX KOPTUKOCTEPOU0B
U ne4e6GHOI [veThl. Bee 9Ty JjaHHBIE 3aCTaBUIM YCOMHUTHCA
B finarHose. IlpeBamupoBaHue NMOpaXKeHMs OJHOIO OpPraHa, B
[aHHOM CIIy4ae KOXU, 0e3 pasBepHYTON KIMHMYECKON CHUM-
IITOMaTHKM 3a00/IeBaHNsI IPUBEIO K JUATHOCTUYIECKON Onb-
ke. OfHaKO M3HA4Ya/JIbHO OOpalIaloT Ha cebs BHUMaHUe: HeXa-
pakTepHas A AT]] oKanMsanmaA CHIIM KaK B MEPBOM, TaK U
BTOPOM BO3PacCTHOM IIepyofie (MHTaKTHbIE KPYIIHbIE CKIafKM),
HETUIIMYHAS OKpacKa 3/MeMeHTOB (KpacHO-KOpUUIHEBas, 6op-
[oBasi), OTCYTCTBYME Y NALMEHTA 4 JIeT B KIMHUYeCKOil KapTuHe
MHQWIbTpALNY, TMXEHU3ALMY, SKCKOPYALMIL, TPeLIiH, 04aroB
TUIIO- VI/IVi TUIIEPIIMTMEHTAIMM B 30HE Pa3pelIMBIINXCS BBICHI-
TaHuit, cumnroma JleHHu-MopraHa — CKJIaIki HIDKHETO BeKa,
OTCYTCTBYE TAKOT'O TATOTHOMOHMYHOTO CUMITTOMa Jis1 AT]I, Kak
3yq, B TedeHNUe BCero Iepuopa 60/ie3HN, HAKOHeL| — OTCYTCTBIE
addexra OT MECTHOTO IIPUMEHEeHNA KOPTUKOCTepouzoB. [Ind-
(epeHIMaNbHBIN AMAaTHO3 Tpu AT]] TPagMIMOHHO HMPOBOAAT
¢ cebGopeltHbIM, IIeJICHOYHBIM [EPMAaTUTOM, YeCOTKOII, OOBIK-
HOBEHHBIMM MXTMO30M U ICOPYMA30M, MUKPOOHON 3K3eMOil,
posoBbiM jmiuraeM JKnbepa, reprnetdOpMHBIM JIepPMAaTUTOM
Hropunra, cuagpoMoM Buckorra-Onppuda, fecKBaMaTUBHON
spurpopiepmueit Jleiinepa-Myccy, OZHaKO OHKOIOTMYECKast
HAaCTOPOXXEHHOCTDb TpebyeT mposefeHus myddepeHInaabHOro
IVAarHO3a U € TaKuM 3aboneBanmeM, Kak T'KJI.

PackppiTiie MHTEpecOB. ABTOPBI JIEK/IApUPYIOT OTCYTCTBIE
SIBHBIX J1 IOTEHLVa/IbHBIX KOH(/IMKTOB MHTEPECOB, CBA3aHHBIX
¢ nyOmuKalueit HacTOsIell CTaTbN.
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Henmonnas ¢popma PAPA-cuHgpomMa, reHeTHYeCKI

NeTepMUHIPOBAHHBIV BapuaHT B rene PSTPIPI.
Knuanyeckni cnyvan
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AHHOTauuA

C/HAPOM CTePWIbHOTO FHOWHOIO apTpuTa, raHrpeHo3Hon nuogepmum u akHe, unu PAPA-cuHpgpom (Pyogenic sterile arthritis, pyoderma
gangrenosum, and acne syndrome), - pefikoe 3abofieBaHve faxke CpefiM HeuacTo BCTPEYAIOLIMXCSA CUCTEMHbIX ayTOBOCMANMTENbHbIX 3aboneBa-
HuiA. MpryrHo 3aboneBaHnA ABNATCA MyTauun B reHe PSTPIPT (NponuH-ceprH-TpeoHUH-pocdaTas-B3ammoaencTayowmin 6enok 1). O dyHkumum
PSTPIP1 n3BeCTHO Mano, NPeAnonoXuTenbHo, rmnephochopunnMpoBaHHbIN MyTaHTHbI 6ENOK CUNbHee CBA3bIBAETCA C MUPUHOM, YTO NPUBOANT K
rmnepnpoayKuun nHTepneriknHa-1. Lenb — onncatb KNnuHnyeckun cnyydanm cuHapoma PAPA y eHLWuHbI 35 neT n aTb COBPeMeHHble npefcTasre-
HVA 06 3TOoM 3aboneBaHUM NO JaHHbIM Hay4HbIX Ny6nvKaumin. B oTeyecTBeHHON NuTepaType Mbl He BCTPETUNY nybnukaumin no PAPA-cuHgpomy,
noaTBEPXKAEHHOMY reHeTUYeCKUM aHann3oM. Y nauMeHTKN B MOAPOCTKOBOM BO3pacTe MOABUIICA apTPUT C NOPaKeHNEM KONEHHbIX 1 lydYe3anacT-
HbIX CyCTaBOB, B BO3pacTe 22 neT — TPelMHbl Ha NanbLax pyK, a € 33 neT — A3Bbl C NOAPbITbIMU KPaAMM Ha NaA0oHAX, NanbLaX PyK U CTONKOE akHe Ha
nuue 1 cnviHe. [lpyrve nposBieHns BKIOYaNN racTPOVHTECTUHANbHbIE CUMITOMbI, 06LLy0 CabocTb, ronoBoKpyxeHue. NposeaeHa auddepeH-
LManbHas JMarHoCTuKa C annepruyecknumm, racTpoMHTECTMHANbHBIMU, 3y TOUMMYHHbBIMU, SHAOKPUHHBIMU 1 AePMaTONOrMYeckMm 3aboneBaHna-
MU, UCKJTIOYEH CUHAPOM aKTUBALMM TYUHbIX KNeToK. Mo faHHbIM MOMIHOSK30MHOTO CeKBEHNPOBaHUA BbisiBneHa PSTPIPT-myTauuna A230T. PegkocTb
1 GeHoTUNMYECKan reTeporeHHOCTb, CBA3aHHble € cuHapoMom PAPA, fenatoT oCTaHOBKY AMArHo3a CNOXHON Ans Bpayeil, 0COBeHHO Y B3pOC/bixX
nauueHToB. MocKonbKy y 60MbLIMHCTBA NALMEHTOB HE MPOABANAETCA MOMHbIA CNEeKTP KacCUyecKon Tpraabl, reHeTUYeckoe nccnefoBaHme nMmeet
pelatoLee 3Ha4YeHve ANA ANarHoCTUKM.

KnioueBble cnoBa: PAPA-cMHAPOM, HacNeCTBEHHbIE ayTOBOCMaNMTENIbHblE 3a60NeBaHNsA, apTPUTbI, aKHe, raHrpeHo3Has nuogepmus, PSTPIP1

Ana uyntnpoBaHua: Mavapagse [.lU., PymaHuesa B.A. HenonHaa dopma PAPA-cMHAPOMA, FeHeTUYECKN JeTEPMUHUPOBAHHBIA BapuaHT B reHe
PSTPIP1. KnuHnyeckun cnydain. Consilium Medicum. 2022;24(8):547-551. DOI: 10.26442/20751753.2022.8.201893
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CASE REPORT

PSTPIPI-associated incomplete PAPA syndrome. Case report

Dali Sh. Macharadze™", Victoria A. Rumyantseva?

People’s Friendship University of Russia (RUDN University), Moscow, Russia;
2Petrovsky National Research Center of Surgery, Moscow, Russia

Abstract

PAPA syndrome (Pyogenic sterile arthritis, pyoderma gangrenosum, and acne syndrome) is a rare disease even among infrequent systemic
autoinflammatory diseases. The disease is caused by mutations in the PSTPIP1 gene encoding the CD2 antigen binding protein 1, or proline-serine-
threonine-phosphatase-interacting protein 1. Little is known about the function of PSTPIP1, presumably, the hyperphosphorylated mutant protein
binds more strongly to pyrin, which leads to hyperproduction of interleukin-1. The aim of the study is to describe a clinical case of PAPA syndrome
in a 35-year-old woman and to provide current understanding of this disease based on scientific publications. In the domestic literature, we did
not find publications on the PAPA syndrome, confirmed by genetic analysis. In adolescence, the patient had arthritis, most often affecting the knee
and wrist joints, at the age of 22, cracks appeared on the fingers, and from the age of 33, ulcers with undermined edges on the palms, fingers, and
persistent acne on the face and back appeared. Other manifestations included gastrointestinal symptoms, general weakness, dizziness. Differential
diagnostics with allergic, gastrointestinal, autoimmune, endocrine and dermatological diseases was carried out, mast cell activation syndrome was
excluded. Whole exome sequencing revealed PSTPIP1_A230T mutation. The rarity and phenotypic heterogeneity associated with PAPA syndrome
make diagnosis difficult especially in adult patients for physicians. Because most patients do not show the full spectrum of the classic triad, genetic
testing is critical to diagnosis.

Keywords: PAPA syndrome, hereditary autoinflammatory diseases, arthritis, acne, pyoderma gangrenosum, PSTPIP1
For citation: Macharadze DSh, Rumyantseva VA. PSTPIPI1-associated incomplete PAPA syndrome. Case report. Consilium Medicum.
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BeepeHue et mnTepneiikud (MJI)-1 (MJI-1B), 3Ha4MTeIbHO pacIIMpU/Iach
B mocnenHee Bpems rpyInIa ayTOBOCHAMMTENbHBIX 3aborme- [, 2]. YcTaHOB/IEHO, YTO MEXaHM3MBI AyTOBOCIIA/NIEHNSA PACIIPO-
BaHMI, B TIaTOTeHe3e¢ KOTOPHIX OJHY M3 K/IIOYEBBIX POJICIl MIpa-  CTPAHAIOTCA He TOMBKO HA JAHHBIIA, HO VI Ha JIPyTHe LUTOKMHBI
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(HampuMep, BIMAILIME HAa aKTMBHOCTb MHTepQepOHa, TPaHC-
KPUIIMOHHOTO (paKTopa 11/mmy abeppaHTHYIO aKTUBHOCTD (ak-
TOpa HEKpO3a OIyXO/M ¥ T.IL.) M MMMYHHble Iy (Tabm. 1) [1].
Bce atu cocTosiHms nMeroT o61ye aTohu3nNoIorndecKie Mexa-
HM3MBI, COCTOSAIYE U3 AKTUBALIMY BPOXXICHHON VIMMYHHOI CH-
CTeMBI, IPVBOJSALLIEl K yBe/mueHuio npopykuym VJI-1B n Bocma-
JIEHVIO KOXI C MH(WIBTparyeit HeiiTpoduiami.

Hanbornee pacmpocTpaHEeHHBIM KIMHUYECKUM IMPU3HAKOM
ayTOBOCHAJIEHNs, ONIOCPEIOBaHHOro yyactuem MJI-1, mommumo
JIMXOPAJKIY, ABACTCA SIMU30AMYeCKOe WV XPOHUYEeCKOoe BOC-
TIaJIeHye, Jallle BCero ¢ BOBIeYeHVeM KOXKM ¥ KOCTHO-MBIIIey-
HOJ CHCTEMBI.

OpHMM U3 Ba)KHBIX MEXaHNM3MOB PpasBUTHA psAfa ayTo-
BOCIA/INTETIbHBIX 3a00/IeBaHNUIl, XapaKTepU3YIOLINXCA Ha-
pylieHneM peryasiunuu BoicBoOOaeHmss MJI-1p u axTus-
HOCTM HeNTPO(WIOB, ABIAIOTCA MyTanum reHa Oenka 1,
B3aMMOJIE/ICTBYIOIIETO C  IPOIMH-CePUH-TPeOHNH-Pocdha-
tasoit (PSTPIP1) [2-4]. PSTPIP]1 npexncrapisier coboil TeH,
KOAMPYIOLNIT 6€TOK, KOTOPBIN PEryInpyeT MHOXECTBO Kile-
TOYHBIX (PYHKIIVIT, BKIIIOYAs aKTUBALUIO T-KJIeTOK, MUTPALINIO
K/IeTOK 1 BbhicBOOOXmeHue VJI-1 [5]. Hanbonee nsBecTHBIM
ayTOBOCIIa/IMTE/IbHBIM 3a00/IeBaHIIeM, OLIOCPEOBAHHBIM MY-
tanyeit B rene PSTPIPI, anserca cuappoM PAPA (pyogenic
sterile arthritis, pyoderma gangrenosum, and acne), KoTopblit
BKJIIOYAeT CHOVHBIN CTepPU/IbHBII APTPUT, TAHTPEHO3HYIO IM-
omepMumIo 1 akHe [2, 3, 6]. Buepsble cunapom PAPA onucan
N. Lindor u coasr. B 1997 r., Ho nmiub B 2002 I. ygamocs ycra-
HOBUTb BaKHYIO ponb MyTanuii reda PSTPIP] Ha xpoMocoMe
15q24-25.1 B pasBuTtuu 3abonesanus [4]. B mocnenyromem
METOJIOM CEKBEHVMPOBAHMUsS BBIABJIEHO HECKOIBKO BapualiviL:
reTeposuroTHas myrauun c.688G>A B sx3oHe 10, npuBops-
masg K A230T, myTtauns c.748G>C B sk30He 11, mpuBopsAmas
K E250Q, n ¢.748G>A B sk30He 11, 4TO IpUBOAUT K My TalluK
E250K [4]. B To >ke BpeMs onmcaHbl CIIy4au «OTPULIATETbHBIX
110 MyTalUsAM» IAI[IeHTOB, UMEIONINX K/IACCHYecKIe IIPOsB-
nenua cuHapoma PAPA, a pacnosHaBaHNe BapMaHTOB C HU3-
KOJI NeHeTPAHTHOCTBIO HO-NIPEXHEMY IpefCTaBisieT coOoil
KIVHIYECKYI0 NPO6IeMy B AMArHOCTMKE U JIEYEHUM TAKUX

nanueHToB. Kpome Toro, n3-3a coMmaTudecknx MyTaumit B ay-
TOBOCIIA/INTE/IbHOM I'eHe HEKOTOpbIe MAalMeHTbl MOTYT MIMeTh
JIeTKMe V/IM aTUIMYHbIE IPOSIBICHU CUHApPOMa [5-7].

CuHApOM pasBUBaeTCs B pe3ynbTaTe MyTarym rena CD2BPI,
KOTOPBII KOAVPYeT CrelnduaecKuit 610K IpUH, IBTISIOLINI-
CsI MHIOMTOPOM BOCIIATMTE/IbHBIX PeaKLil. YCTAHOB/IEHO, YTO
PAPA-acconumpoBannble Myrauuu PSTPIP1 p.(Ala230Thr)
u p.(Glu250GIn) yBenunuusarot cexpeunto VJI-1B in vitro [5].
B03MOXHO, 9TO CBA3aHO CO CHIDKEHMEM CPOJICTBA K CEMENICTBY
nporenntuposuapocdaras (PTP-PEST), uto npuBopuT K 1mo-
BbILLIEHHOMY dochopunnposanuio Tuposuna PSTPIP]. Tunep-
¢dochopunmposannbiit PSTPIPI-MpuH aKTUBUPYeT MHGIAM-
MacOMBI U MHAYLUpYeT obpasoBaHime mipontocomst ASC, 4To
IPUBOAUT K aKTUBALNM IIPOBOCIIANTENBHOTO (pepMeHTa Kac-
masbl-1 1 B MOC/IEAYIONIEM — K CEeKPeL[iy IIPOBOCHIaTUTENbHBIX
WJI-1B n 18 [5]. Ha akTuBanuio kacmassl-1 B IIepByI0 o4epenb
B/IVSIIOT BHY TPUK/IETOYHBIE O€TKOBbIe KOMIIEKCBI, NI3BECTHBIE
Kak MH(}IaMMacOMBI, KOTOpbIe cocToAT u3 6emxos NLRP3 nm
HIPUHA, C APYToii cTopoHsl — 6eok ASC [6]. B utore Ha mpo-
aykuyio VJI-1 BIuAIOT 1Ba BO3MOXKHBIX MeXaHM3Ma: MepBbIit,
C TIOMOLIIBIO KOTOPOro rutepdochOpnInpoBaHHbI KOMIUIEKC
PSTPIP]-nupyH 3amycKaeT akTUBaLUIO MH(IaMMacOMBI, BTO-
POl — IpUBOAALINI K aKTUBALIMY MMPONTOCOMEL B nocnennee
BpeM: MCCIeoBaTe/lN M3y4aloT Takoke ponb MJI-18, ynpasinsa-
emMoro nHpIaMMacoMaMu, IIOCKO/IbKY MAalMeHThI C CUHAPOMOM
PAPA HeoIHO3HauYHO pearupyroT Ha 61omorndecKue mpemnapa-
TbI, Ookmpyiome VJI-1 [7].

Ha ocHOBaHMU TeHeTUYeCKUX MCCIeTOBaHUI BBIABIICH Iie-
JIBLIT CIIEKTP 2y TOBOCIIA/IMTEIbHBIX 3a00/IeBaHMIT, 00YCIOB/IEH-
HBIX MyTanyAMy reHa PSTPIP] wiy ¢ TOXOXXUMY Ha CUHAPOM
PAPA knunnveckumy mnposiBneHusmu [8-10]. Tak, mommumo
cungpoma PAPA, mopt 061IMM TepMIHOM «pacCTpPOIICTBA CIIeK-
tpa PAPA» o6begunens! gpyrue PSTPIPI-accolunpoBaHHble
BOCIIa/IUTebHbIe 3a00neBanus (Tabm. 2) [9].

VI3 7 BK/IIOUEHHBIX B JaHHYIO IPYIIITY 3a60/IeBaHMIT 6 XapaK-
TepMU3YIOTCA TaKMMM CUMIITOMaMM, KaK aKHe, TaHTPeHO3Has
IOf,ePMIIS ¥ THOMHBIN TuppageHntT (cM. Tabm. 2). BaxxHo ot-
METHUTb, YTO ITU KOXKHBIE MPOSIBJICHNUS MOIYT yKa3bIBaTh Ha

Ta6nuua 1. MoHoreHHble ayToBOCNannTenbHble 3a6oneBaHusA, B NaToreHese KoTopbix yuacrayet WI-1[1]

BonesHb len KnuHunyeckne cumntombl
FCAS (familial cold autoinflammatory syndrome) — NLRP3 XonopoBas KpanvBHWLA, 03HOB, KOHBIOHKTUBWT, MUaNTUA/apTpanrus,
CceMelHbI XONI0A0BOI ayTOBOCMANNTENbHbIN CUHAPOM NiMxopaaka

HeiipoceHcopHas TyroyxocTb, ypTMKapHas Cbifb, KOHbIOHKTVBWT,
MWS (Muckle-Wells syndrome) - cuHgpom Makna-Yannca NLRP3 P P yroy ' YP P ! !

Muanrusa/apTpanrua, nuxopagka
. . . BocnaneHue ueHTpanbHOM HEPBHOW CUCTEMbI (XPOHUYECKMIA
NOMID (neonatal-onset multisystem inflammatory disease) - HIN€ LEHTP P o
NLRP3 acenTNYeCKnini MEHNHIUT, MOTepA 3peHus, NoTepsA Cilyxa), apTponaTus
HeoHaTanbHOe My/bTUCUCTEMHOE BOCNanuTeNbHoe 3aboneBaHne
KONEeHHOro CyCTaBa, ypPTUKapHasa Cbifb, MMxopaaka
FMF (familial Mediterranean fever) — cemeinHas MEFV Cepo3Has 60nb (B KNBOTE, rPyAHOI KNETKe), apTpanrus,
cpefn3eMHOMOPCKas NinxopagKa 3pU3NNENoNAHasR CbiMb, MXopagKa
PAAND (nupuH-accoumnmpoBaHHOe ayToBOCManeHne
. MEFV CTepunbHble KOXHble abCLecchbl, MAnrns, MAO3UT, Cbifb, MXOPaAKa

C HeTPOdUIbHBIM AEPMATO30M)

CnpoBouMpoBaHHble BakLHaLwven 607b B XUBOTe, PBOTA, CbiMb,
HIDS (runep-IgD-crnHapom) MVK P P umHay P

Muanrusa/apTpanrus, apTosHble A3Bbl, IMXOpafKa

3apepxKa B MCXOMOTOPHOM Pa3BUTUN, AUCMOPdUYECcKe YepTbl

MA (meBanoHoBas auuaypus) MVK Aep: P P A pd pTEl,
peunavBMpYytoLLas uxopagka
TRAPS (tumour necrosis factor receptor-associated periodic BonesHeHHas LeHTPobexHan Cbirnb, NepuopOuTanbHbIi OTeK, AnuTenbHan
syndrome) — neprognyeckunii CUHAPOM, aCCOLIMMPOBAHHbIN TNFRSF1A NNxopaaKa, 6onb B XKUBOTE, FONOBHaA 60Jb, KOHBIOHKTUBUT, MyUanrus/
C peLienTopom dakTopa HeKpO3a onyxonu) apTpanrus
DIRA (deficiency of IL-1 receptor antagonist) — gepuuyut ILIRN ycTynesHas Cbinb, CTEPUbHbI OCTEOMUENUT, NEPUOCTUT,
aHTaroHucra peuentopa U-1 renaTtocnieHomeranua, Inxopaaka
PAPA (Pyogenic arthritis, pyoderma gangrenosum, and acne) -
. ( Y 9 " Py gang ! ) PSTPIP1 [aHrpeHo3HaA NuofaepMUA, apTPUT, akHe
FHOMHbIN apTPUT, FAHTPEHO3HaA MUOAEPMUA U aKHe
Hz/Hc (hyperzincaemia/hypercalprotectinaemia) — PSTPIP] Cbinb, 3afepKKa B Gr314YeCKOM pasBUTUW, renaTocrnsieHomMeranus,
rmnepumHKeMua/rmnepKanbnpoTeKTUHeMnA HeWTponeHus
CDC42/NOCARH (neonatal-onset cytopenia with
dyshaematopoiesis, autoinflammation, rash, and HLH — MaHumTOoNeHNs, fedeKTbl Pa3BUTVA HEPBHOWN CUCTEMDI, TULIEBOV
haemophagocytic lymphohistiocytosis) - HeoHaTanbHas CDC42 ancmopdursm, peLransmpyoLlan MHeKUUs, Cbinb, CUHAPOM aKTUBaL UK
LMTOMEHUNA C ANCreMaTono330M, ayToBOCNasieHneM, CbiMbio Makpodaros/remoparoumTapHbIi NMMPOrncTMOLUTO3, INXOPaAKa
1 remodaroyuTapHbIM IMMGOrMCTNOLUTO30M
Cnnpgpom Magxunga LPIN2 OcTeommenuT, AN33pUTPONO3TNYECKAA aHEMUS, CbiMb, IMXOPaAKa
548 CONSILIUM MEDICUM. 2022;24(8):547-551.
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CASE REPORT

Ta6nuua 2. leHeTYeCKe N3MEHEHMA NPV PacCTPONCTBax

cnekTtpa PAPA [9]

BoBneueHHble rexbl

CIIIHAPOMI:I Win XpomMmoCoMHble
N3MeHeHunA
FaHrpeHo3Haﬂ nuogepmuA, akHe, PSTPIP1

MUOTeHHbIN apTPUT

PSTPIP1, NCSTN, MEFV,
NOD2, PSMB8

[aHrpeHo3HaA NuofgepmMuA, akHe,
FHOWMHBIN rmapageHnT

MnoreHHbIN apTPWT, FraHrPEeHO3HaA MMoOJEPMUS,

L PSTPIP1, ILTRN, MEFV
aKHE, THOWHbIV rMapageHnT

lNcopmatnyecknin apTpuT, raHrpeHo3Has

L To xe

nvoaepmMus, akHe, THOMHbIA rmapafeHuT
[aHrpeHo3HasA NMoAEePMUS, aKHE, THONHDBIN To e
rMapageHnT, aHKUNO3UPYIOLWMIA CMOHANUANT
[aHrpeHo3Han NMogepmus, akHe,

PEHO: Aep PSTPIP1
A3BEHHbIN KONNUT
PSTPIPT-accounMpoBaHHbIN MUENOUAHDBIN HGenok PSTPIP1

HE[MAarHOCTYPOBAHHbIE ayTOBOCIIA/INTEIbHBIE 3a00/TeBaHN.
I pyrue xinHu4eckue GpeHOTUIBI CBA3AHBI C YHUKAIbHBIMU Te-
HeTUYeCKMMM BapUaHTaMU ¥ MOTYT HaO/IOfaThCsA Y OONbHBIX B
COYeTaHMM C peBMATONOIMYeCKUMM (IICOPUAaTUYECKUII apTPUT,
AQHKWIOSUPYIOIMIT CIIOHAVIINT), TacTPOSHTEPOIOrMIeCKIMU
(s13BEHHBIN KOMUT) WV TeMATOTIOTMYECKMMIU KOMOP OMIHBIMIA
3a6071eBaHUAMMU.

INockonpky cunpspom PAPA ABnseTcs ayTOCOMHO-IOMM-
HAHTHBIM 3200JI€BaHMEM, BEPOSITHO, APYTIE WIEHBI ceMblt Oy-
YT MMETh IO KpaiiHeil Mepe HEKOTOpPble KIMHUYECKNE MPO-
apnenusa. OQHAKO IMAarHO3 MOKET OBITh IIOCTAB/IEH TOMBKO C
IIOMOIIbIO TeHETNYECKOTO aHA/IN3a, KOTOPbII MOATBEPAUT Ha-
mrame MyTanuii B rene PSTPIPI.

B maHHOIT cTaTbe MbI IPUMBOAMM OMNMCAaHME KIMHINYECKOTO
cnydasa cungpoma PAPA, nonreepxpennoro JTHK-uccnenosa-
HUEM, Y B3pOC/ION MaIlIeHTKMN.

KnnHuka

Hepasno Y. Wang 11 coaBT. OIy0/1MKoBay Hanbosee MOMHbII
0030p Hay4HbIX IyOmuKaimit mo cuuppomy PAPA, kortopsiit
BK/I0Yas 76 manumeHToB (53 Myx4uHbl — 69,7% u 23 KeHum-
HBl — 30,3%) [11]. MeTtaaHanu3 HOATBEPAMI, YTO Hambosee
yacTo cuHApoM PAPA mposBnseTcs ellje B IeTCKOM BO3pacTe
(93,4%) B Bufle peUMANBMPYIOIINX apTPUTOB, KOTOPbIe ObIBa-
I0T aCelTUYECKNMI ¥ CepoHeraTBHbIMU. OOBIYHO MOpaXka-
I0TCA JTy4e3alACTHbIE, IOKTeBble, KOJIeHHbIe Y TO/IeHOCTOIHBIe
cycraBbl (77,1%), pexke BcTpedaeTcsA HMOpakeHMe IUIeYeBBIX,
Ta300€eIpPeHHBIX, ISICTHO-(ANTaHTOBBIX, IUTIOCHe(ATaHIOBBIX
CYCTaBOB U LIEMTHOTO OT/eNa MO3BOHOYHMKA. APTPUTHI BO3-
HUKAIOT CIIOHTAHHO WJIM TIOC/Ie TPABMBI U [IOBBIIIEHHOT (13n-
9ecKoil aKTMBHOCTM, MHOTTA COIPOBOX/AITCA lepopMariyeit
cyctaBoB (17,5%). Haunuas ¢ 3-ro mecsiTuieTusi XMU3HU CycC-
TaBHbIE NIPOSIBJIEHNA CTAHOBATCS MeHee BhIPayKeHHBIMMUL.

ITouTn B 5 pa3 pexe cunapom PAPA HaumHancs ¢ nopaskeHuin
koxn (18,8%), cpeu KOTOPBIX Yallle BCETO BCTPEYaINCh aKHe
(54,0%) u ranrpeHosHast mropepmus (41,3%). [aHrpeHo3Hast mu-
OfiepMILs1 XapaKTepu3yeTcst 0O0pa3oBaHMeM OOIIMPHBIX PeIun-
BUPYIOLIMX U IVIOXO 32KMBAIOIIMX A3B C MOAPBITHIMU KPasMIL.
ITnopepMuy MOTYT pasBUTbCA Ha MeCTe TPaBMaTU3allMy CyCTa-
BOB, BHYTPVBEHHBIX U BHYTPVMBIIIEYHBIX MHBeKIUI. [Jpyrye
TIOPKEHMA KOXKM BK/IIOYA/IM B PAaBHOV CTENEHN (oxomno 6-7%
CTy4aeB) MYCTY/IE3HYIO CBIIb, abCIIecC KOXKN, MaTePreTUYecKyo
PpeaxIIo, SpuTeMy, A3BbI KOXKU, pexxe — ncopuas (2,3%) u po-
3ariea (1,6%). VIHTepecHBIM CMIITOMOM 3a00/IeBaHsI SIB/SIETCS
PENKO BCTPEYAIOMIAsACA B KIMHIYECKOI IIPAKTHKe TaK Ha3bIBae-
Mas IaTepreTidecKasl peaklysA: osABjIeHNe 10C/ie IPUBUBKY U
HE3HAYMTEIbHBIX TPaBM CHMHSAKOB, JUINTEIbHO HE3aKMBAIOIMX
3B WM abCIeCCOB KOXU, KOTOPble M3bA3BIIAIOTCA U 3aKUBa-
10T ¢ obpasoBaHueM pPyOIOB. ITOT (PeHOMEH Y IAIVIEHTOB C
PAPA-cuHApPOMOM BCTpeYaeTcs 4acTo, B TOM UNUCIe B JIETCKOM
U paHHEM IIOJPOCTKOBOM BO3pacTe.

CONSILIUM MEDICUM. 2022;24(8):547-551.

Y 17% 6onbubix ¢ cunppomom PAPA orMevanach nuxopap-
Ka. Pegknmy koMopOyHbIMY 3a60/1eBaHUSsIMMU OBUIN TICOPUA3,
IyCTy/Ie3Has posatiea, 60mesub KpoHa, mepBIdHBIIL CKIIepO3n-
PYIOLINIT XOMAaHTUT/CUHAIPOM NepeKPECTHOTO ay TOMMMYHHOTO
remnarura, lepebpaibHast apTepyanbHast BACKY/IONATIs/BacKy-
JINT, TUIIOTaMMaTIO0y/IMHEMIsI, OCTPBIIT MUETOTEHHBII e KO3
u anTHdochomunuaHsi cuagpom (5,7-1,6%). A. Demidowich
1 COABT. ONMCA/IN 5 MAIMEeHTOB C K/IACCHYeCKOl TPUALol 1 My-
tanyAaMu B reHe PSTPIPI, y KOTOpPBIX OTMEYA/NINUCh TaKue CO-
Iy TCTBYyIOIMe 3a00/IeBaHNAMI, KaK PEUVANBUPYIOMINII OTUT,
nuMpageHonaTus, CIVIeHOMET s, TPOMOOLUTOIIEH ST, TeMO-
UTUYeCcKas aHeMMUs, AII/UIOMaTo3 IIOTKu [12].

W3 Bapumanuii reHOB y 607bHBIX ¢ cuHApoMoM PAPA gamie
Bcero obuapyxxusamch A230T (39,5%), E250Q (26,3%), pexe
BcTpevanuch Bapuanuu E250K, E256G, V14081 (okomo 6-7%);
eVIHMYHbIE CTTy4ay Kacaauch TeHHbIX MyTanuit V408L, G403R,
Q219H u D246N (1,2%). VIHTepecHO OTMETUTD, YTO B JIATe-
paType ommcaHbl 8 MAIMEHTOB C IPEANOIOKUTENbHBIM [Ma-
rHO30M cuHApoMa PAPA, y KOTOpBIX pe3ynbTaTbl OKa3aauCh
OTPUIIATeNIbHBIMU B OTHOIIEHUM MYTALUil KOGMPOBAHUA WU
crnavicunara PSTPIP1 [10].

Krmaccnaeckas tpraja o6HapyxeHa y 23% OOIBHBIX C Bapu-
anmert A230T, raHrpeHO3HasA MMofepMuA dallle BCTpedanach
cpeny mareHToB ¢ Bapuauueit E250Q (25%) n y Bcex (100%)
nanueHToB ¢ Bapuanueir E250K. V manuenToB ¢ cuagpoMom
PAPA, pe6roTupoBaBIINM BO B3POCIOM BO3pacTe, He BCernga
OTATOLIEH CeMeNHbIIT aHaMHe3, B OT/INYIe OT CIy4YaeB 3abose-
BaHus, febooTupoBasilero B ferctBe (20,8%). I[IpakTudyecku
y 100% 60mpHbIX ¢ PAPA-CHIPOMOM BO B3pOCIOM BO3pacTe
6bUIM KOXHBIE IIOpaXkeHns, a y 50% — aptput. VI3 53 60nbHbIX
C Be6I0TOM CHMHAPOMA B JeTCKOM Bo3pacTe y 44 (83,0%) oTme-
Ja/IMCh IepMaTONIOTYecKe IpoABIeHN, y 52 (98,1%) — mpus-
Haku aprpura [11].

CrnemyeT OTMeTUTb, YTO K/laccuyecKas Tpuajia CUHJIPO-
Ma PAPA (cTepmmpHBINI NMOTEHHBIN apTPUT, TAHTPEHO3HAs
IIMOfepMIs M aKHe) BCTpedanach TOMBKO Y 25,4% OGObHBIX,
B OCTa/JIbHBIX CIyYasgX — [Ba OCHOBHBIX CHMIITOMa TpUafibl
(36,5%) mnu Tonbko oguH cumiToMm (38,1%) [11-13].

IMauments! ¢ cunppomom PAPA dacTo >KamyroTca Takke Ha
YTOM/IIEMOCTD M/IM HEJOMOTaHIe — CUMIITOMBI, KOTOPbIe OOBIY-
HO CBA3aHBI C XPOHMYIECKUM BocIaneHneM. [lockonbky ranrpe-
HO3HAs IMOAEpPMUA U aKHe MOTYT OTCYTCTBOBAaTb Ha PaHHUX
cragysx 3abomeBanus, cuHapoM PAPA wyacTo nprHMMAOT 3a
abcuecc cycraa. OcHOBHbIMY [y depeHIaTbHbIMI AMarHo-
3aMI OCTPOTO IMOPa’KEHM CYCTaBOB ABJIAIOTCA CENTUYECKUI
apTPUT, IOBEHW/IbHBIN MAVONATNYECKUIT apTPUT, XPOHUYECKUIL
PeLUVBMPYIOIMII MHOTOOYAroBblil OCTEOMMETIUT U OCTEO-
muenut. IIpy OTCyTCTBMM JI€YEHNUS XPOHM3ALMA CYCTaBHOTO
BOCIIaJIEHNS MOXKET IIPUBECT K 9PO3MBHOMY CMHOBUTY, paspy-
LIEHMIO CYCTaBa U IepUAPTUKYIAPHOMY IIOBPEXICHUIO KOCTHL.
B ormmmume ot cemtmyeckoro aprputa npm PAPA-cunppome
CyCTaBHble CYMMITOMBI PelMAMBUPYIOT JaXKe IOC/Ie XUPYPIu-
YeCKoro jiedeHns. Bo BpeMsa mpuUCTYyNoB apTpUTa aHANIN3 CUHO-
BUAJIbHOM XXUAKOCTH y 601bHBIX ¢ PAPA-CHHIPOMOM BBLAB/IAET
MIOBBILIIEHHOE KOMMYECTBO HelITPO(UIOB, KOTOPHIE, B OT/INYNE
OT CENTNYECKOTO apTPUTa, He OOHAPYXMBAIOT pocTa GaKTepuii
B Ky/nbType. OHaKO 9TO He C/IeflyeT pacCMaTpyBaTh KaK YeTKUI
(bakTOp, pasnMyaoNNil MHPEKIVIOHHDII ¥ HenH(EKIMOHHBII
THOVHBIN apTpUT. BasKHO yuMTBIBATDH [pyTye MPUYMHBI, BKIIIO-
Jast TyOepKy/ies 1 MH(EKLNIO, BHI3BAHHYIO BO3OYANUTEAMM, KO-
TOPBIX TPYAHO BBIAENTD B 00pasIjax KOCTel 1 CYyCTaBOB.

Tanrpenosnas mnuomepmusi npu cungpome PAPA 00b19HO
Ha4yMHAETCs B IIePUOJ, IOTIOBOTO CO3PEBAHMSA Y MOYKET ITPOJOI-
JKaTbCsl BO B3poc/ioM Bo3dpacTe. OHa IMpPOAB/IAETCA efVHIYHbI-
ML WIM MHOXXECTBEHHBIMI 60/Ie3HEHHBIMI KOXXHBIMM SI3BAMMI C
9PUTEMATO3HO-(IOTETOBBIMM, PBAHBIMY, YETKO OYePYCHHBIMU
KpasiMy, OOBIYHO BO3HMKAIOLVMY Ha HIDKHMX KOHEYHOCTSIX.
AxHe TIposB/IAeTCA Yallle BCETO NMAIy/lIaMM U Y3€/IKaMM, pexke
OTKPBITBIMI KOMEIOHAMI 1 Y3/I0BaTO-KICTO3HBIMY BBICBIIIAHN-
SIMU C BOB/IEUEHVIEM JINLIA U BePXHEl 4acTy CIIMHBL
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B 2012 r. H.H. KonpiparbeBa 1 COaBT. HA OCHOBAHIM aHAMHE-
3a 60/mesHM U GUSMKANTbHBIX JAHHBIX ONMMCAIN KIMHUYECKUI
cnydaii cunpipoma PAPA, ogHako oH He ObIT MTOATBEPXK/IEH
reHeTudeckumy a"anusamu [14]. Huoxe mbpl npuBogum co6-
CTBEHHOE KIMHUMYeCKoe HabmoneHne cuagpoma PAPA, koro-
poe my6IMKyeM C MUCbMEHHOTO MHGOPMUPOBAHHOTO COIVIA-
CUS MalMeHTa.

KnuHnyeckuin cnyyvai

IManyentka I1., 35 7eT, ¢ geTcTBa CTpajana GONIbI0 B PasHbIX
IPyIIaxX CyCTaBOB, B TOM YNC/IE XPOHMYECKMMM HOJBbIBUXAMU
KOJICHHBIX CYCTaBOB, @ TaKXKe OBICTPOIl yTOM/IIEMOCTBIO, TOMIO-
BOKpy>keHueM. C 17 jleT oTMedanuch peliiBbl apTpUTOB Oe3
medopMarmit ¥ BBIPRKEHHBIX BOCHATUTENbHBIX M3MEHEHWI B
kpoBu. C 22 j1eT NOSIBWIVCh IIOCTOSTHHBIE TPEIVHbI Ha MaJIbLiax
PYK 1 9puTeMa KOXU JIaioHell 6e3 Be3VMKY/Ie3HBIX BbICHITAHMIL,
TIePUOAITYECK] COIIPOBOXKAIOMINECS CYILHBIM 3Y0M, SKOKEHUEM
1 607IbI0 IO BCelt pyke. B 25 jieT BIiepBble MOSIBU/INCH ITY3bIPKO-
Bble BBICBITIAHNA C A3BaMI Ha ITajIbIiaX PYK, TAJOHAX, TO3Ke — Ha
Horax. B 30 et 60/1bHYI0 cTa/m 6eCIOKOUTD Pe3KO BbIPa>KeHHbIE
racTPOMHTECTVHA/IbHbIE CUMITOMBIL: IIOCTOSTHHOE B3Iy THE SKUBO-
Ta, SIM30[IBI KUKOTO CTY/Ia, 6e3 CBA3M C OIpe/ieNIeHHBIMI [IPO-
mykramy TmTaHuA. [Touty ogHOBpeMeHHO MOABMIOCH CHIBHOE
LIeTylIeHue 1 IOKPAacHeHMe KOxXu muua. B Bospacre 33 neT Kox-
Hble BBICBHINTAHVA IPUHAIM AUQQY3HbIT XapaKTep, COPOBOX-
JaJCh CUIBHBIM 3yZIOM, 9pUTEMON, GOPMIPOBAHMEM ITy3bIpeit
Ha BeKax I71a3, yIIHbIX PaKOBIHAX, a Ha TTaJIbI[aX PyK CTasIi MOSAB-
JIATBCS SI3BBI C IOAPBITHIMY Kpasimu (puc. 1).

Torpa ke cHayasa Ha KOXKe CIIMHBI, 3aTeM JIMIja pasBUIOCDH
akHe. B mocrenyomeM mosBMINCh (OUINKY/ISIPHBIE TAIYIIBL,
IICTY/IBl ¥ MECTaMIU KVICTO3HBIE YTPU, KOTOpbIe paclpocTpa-
HWINCDh Ha CHMHY, MUL0. becriokonmm snusopsl xrydeii 60mm
B KICTAX, B 00/1aCTH JIMI[a, IEPUOANYECKN — SpuTeMa 1 607e3-
HEHHOCTDb KOXXM B MeCTaX, Ile IIPOKOIOTHI yiuu (yIuyu IpoKa-
TBIBANN B JETCTBE, CEPbIM He HOCW/IA MHOTO JIeT, a/l/IepTyio
Ha MeTa/UI IAIeHTKa OTPUIAeT). YYaCTUINCh IPUCTYIIBI
obmeit c1abocTy, KOTOpble 0OCOOEHHO CUIBHO NPOSIBIIS/INCD
Tocsie mpyeMa NI, ¢ TafieHNeM apTepManbHOTO NaBICHNA
oo 86/48 MM. pT. CT., TOTOBOKPY>KEHMEM, OLIYIIEHNEM «BCe
IUIBIBET Iepef I1asaMu». [loTepst Beca OblIa CBsi3aHa C Pe3KNM
orpaHMYeHNeM IpyeMa NUIIM U3-32 FACTPOMHTECTHHATbHBIX
CHMIITOMOB II0 TUITy CMHAPOMa Pa3ipaKeHHOTO KMIIeYHNKA.

ITpOKOHCYIBTMPOBAaHA TeMATONIOrOM (IMArHO3: JIerkas CTe-
IeHb aHEeMMU aIVMEHTAPHOIO XapaKTepa), SHAOKPUHOIOIOM
(ropMOHBI IVTOBUHON >Kele3bl, KOPTU3OJ, UHCY/INH, Kallb-
L{IL, HATPWIL, Kamuii, caxap KpoBu — 6e3 maromorum). OO6mmmit
aHa/IM3 MOYM — HOpPMa.

ITpu obcnemoBaHMM TracTpOIHTEPONOroM (330daroracTpo-
CKOINS, GMOXMMMS KPOBM, AHTUTENTA Ha LIeNIMAKUIO, KOIPOJIO-
1) ORTBep>KAeH auartos Helicobacter pylori-acconympoBan-
HOTO TaCTPOJYOfeHNTA, IPOBEfieHa IpAMKAIVIOHHAsA Tepamnusa
¢ KIMHMYeCKUMM YydlleHneM. HeogHOKpaTHO IPOBOAIOCH
ompeneneHne crequdUIecKUx VMMMYHOIIOOymH-E-anTuTeNn
K NNIIEeBBIM M VHIA/IIMMOHHBIM a/UIepreHaM — pPe3y/IbTaThl
OTpuULIaTe/lIbHble. YPOBHU CBHIBOPOTOYHBIX MMMYHOITIOOY/IN-
HOB A, M, G, E 6bUIM HOpMa/IbHBIMM; TeCTMPOBAHNE Ha ayTo-
antutena (ANA, antn-gu/IHK nu ANCA) orpunarensHoe. Ilo
HBAHHBIM (PEHOTUIVPOBaHMs MMMQOLMTOB y MALVEHTa HOP-
MajibHOE HpOLeHTHOe cofiepkanme knerok CD4+, CD8+ u
CD3+CD8+CD57+ K/1eTOK-K//IIepOB; He3HAYNTeNTbHOE CHYDKe-
H1te abCOMIOTHOTO KONMYECTBA €CTeCTBEHHBIX K/IETOK-KI/IIEPOB
(CD16+CD3). YpoBHu 6asaibHOI 1 MMKOBOM TPUITA3bI — 6e3
TMaTOJIOTUYECKUX M3MeHEeHMIT. MUeTOMIHbIN BOCIIaINTETbHBIN
CUHIPOM M [IPYTOi1 B Ay TOBOCIIA/INTEILHOTO 3a60/IeBaHMs 1C-
K/IIOYeHbI M3-32 OTCYTCTBYS HeJITPOIEHNH, TPOMOOLUTOIICHNN
7 yBeJIMYEHN A MIeYeHN VIV CeTIe3€HKIL.

Ilo paHHBIM KOMIBIOTEPHOI TOMOTpaduy BbIABJIEHBI
nporpysun C,-C,,;, perpomctes Cy, nporpysus L,-S. Cy6-
XOHJ[PUA/IbHBIN CKI€PO3 B KPeCTL[OBO-IIO[B3IOIIHBIX COUIe-
HeHMAX. CMellleHVe IIPaBOro MeHucka. J[Isycroponnuii fedop-
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Puc. 1. fI3Bbl, TpeLWHbI N wenyueHve Ha nanbLax pyk.

MUPYIOIMIL OCTE0aPTPO3 CyCTaBoB KucTH. KommbloTepHas
TOMOTPaMMa rOJIOBHOTO MO3ra — 6e3 IaTo/IoT NN,

Ha sxokappmorpamme: mpoanc MUTPaIbHOTO KanaHa 1-7i CT.,
TPUKYCIIMAA/IbHAsA HEOCTATOYHOCTD 1-i CT., J06aBOYHAsA XOp-
na, cetb Kuapu mpaBoro mpepcepams, aTpUMBEHTPUKYIAPHasd
6/moKaza 2-11 CT.

ITo maHHBIM 330(aroracTpomyONeHOCKONNN: JIyOfieHOTac-
TpasIbHbII PedIIIOKC, XPOHNYECKNIT pedIokc-930darut.

YbTpasByKkoBO€ MCCIEOBAaHNE OPTaHOB OPIOLIHON MOMTOC-
T — 6e3 aToMOTUM.

IIpu ¢u3MKanbHOM OCMOTPE OTMEYAIOTCA NPU3HAKM JC-
N/IasUM COENVHUTENTbHOI TKAHM: TEIOCTIOXKEHE aCTeHNYHOe
(poct 173 cmM, Bec 62 Kr). BolpaxkeHHass rnnepMoOMIbHOCTD
CyCTaBOB, ileOpMaLIUIL OTIOPHO-ABUTATE/ILHOTO AIlIapaTa: Ha-
pYlLIeHNe OCaHKY, IIOCKOCTOINE, BBICOKOE He0O, HelpaBMIIb-
HbIA TpuKYyC. IlomoxxuTenbHbi cuMITOM 3anAcTba. Ha kuctax
PYK U IpefIeybe — 3pUTEMAaTO3HO-IIATHUCTbIE BBICHITAHMS,
MecTaMM C 3po3usAMM Koxu. Ha nuile — equHMYHbIE aKHe, HA
CIIVHE IYCTY/bl B 60/IbIIOM KommdecTBe. [To BHyTpeHHUM Op-
raHaM - 6e3 IIaTOJIOTMIL.

YuurpIiBasg MOIOf0i BO3PACT NALMEHTKHM, OTCYTCTBUE ABHO-
ro IpOBOLYpPYOLIEro $aKTopa, BOBIeUeH)e HECKOIbKUX CH-
cTeM opraHusMa (KO>Ka, KeTyJOYHO-KMIIEYHBI TPAKT, CyCTa-
BBI), OTCYTCTBUE Y/ITy4IIeHN: IIpY CTAHAAPTHON Tepanuu fiis
MCK/IIOYEHNs] HAC/IE[ICTBEHHOrO 3a00/IeBaHusl M/MWIN ayTOUM-
MYHHOTO cocrosHusa nposefeHa [JHK-guarnocruka: momso-
9K30MHOe cekBeHupopanyue NGS ¢ ocneayomum ceKBeHIPO-
BaHueM 1o Casurepy. IlonHosksoMHoe cexkBeHmposanue NGS
BBIIIONHEHO Ha npubope MGISEQ-2000 ¢ cucreMoit 1ie/1eBoro
oboramenns Agilent SureSelect Human All Exon V7. ITporjenT
IIe/IeBBIX HYK/IEOTUHOB ¢ 3QQeKTUBHBIM NOKpbITHEM >10X co-
crasun 96,7%.

B pesynprare JHK-guarHocTMky BbIAB/IEH TeHETUYECKMIt
BapuaHT NM_003978.5:c.605G>A (p.Arg202Gln) B rerepo-
3UTOTHOM COCTOSIHMM B IIOC/IEJIOBATEIbHOCTY 9 3K30HA reHa
PSTPIP] - BapuaHT C HEM3BECTHHIM KIMHUYECKMM 3HAYEHU-

CONSILIUM MEDICUM. 2022;24(8):547-551.
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Puc. 2. ®parmeHT XxpomaTorpammbi naumneHTKu M. npamoro
ceKBeHUpoBaHuA reHa PSTPIP1. 3ameHa c.605G>A (p.Arg202Gin)
B reTepo3uroTHOM COCTOAHUM YKasaHa cmpesiKol.

1 5082_PST_9«_PSTPIP1_SF_GO2 - Chromas
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Puc. 3. ®parmeHT XxpomaTorpammbi Mambl naumneHTkum M.
NpPAMOro ceKBeHMpoBaHunA reHa PSTPIP1. 3ameHa c.605G>A
(p.Arg202GIn) He 06Hapy»eHa.

1 5096_PST_9x_PSTPIP1_9F_CO3 - Chromas
File Edit Options Help

-3 =} v &
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om

em (III); puc. 2. Ilonoxenue pannoro Bapmanra (GRCh37/
hg19)/(GRCh38/hg38):chr15:77322885/chr15:77030544. Yac-
ToTa BapMaHra cocrasmia 0.00008908 mo 6ase The Genome
Aggregation Database (Bbi60pka jo 138 Tbic. 4esioBek). OueHKy
[IATOT€HHOCTY BBISIB/IEHHBIX BapMAHTOB IIPOBOAIIN C MCIIONb-
3oBaHMeM KpuTepueB marorenHoctu ACMG u POMI [13].
B OHK matepu maumentku II. 5TOll 3aMeHBI He BBIABIEHO

(puc. 3), Guonorndeckuit MaTepuas OTLa HeJOCTYIIEH.

Ha ocHOBaHMM KIMHMYECKMX JAaHHBIX, a TaK)Ke TeHeTndec-
KOTrO aHa/IM3a MALJeHTKe BBICTABIIEH AMATHO3: ay TOBOCIAIN-
TenbHOe 3aboneBanue (M04,8) B coueTaHuu ¢ qUCIIIa3ueEN CO-
eIMHNTEIBHON TKAaHM: CMH/[POM TUIIePMOOMIBHOCTIL CYCTaBOB

(OMIM 147900).

Takum o6pasoM, pegkocTb ¥ (EHOTHIIMYECKas IeTepOreH-
HOCTb, cBsi3aHHble ¢ PAPA-cuHgpOMOM, IpeAcTaB/IAT ompe-
JleTIeHHble TPYJHOCTH J/I IMAaTHOCTMKM JaHHOTO ayTOBOCHA-
NUTeNbHOrO 3aboneBannus. Kpome Toro, y sHa4MTeNbHON YacTu
MALMEHTOB HE IPOAB/AETCA HOMHBIA CIEKTP KIaCCUYECKON
tpuagsl. CoorBeTcTBenHO, JHK-MarnocTika nmeer penraro-
Ilee 3HAYEeHMe [/ AuarHocTuky cunppoma PAPA. B To ke Bpe-
Ms TIepeMeHHas 9KCIIPECCHs U HEIlO/IHas IIEHeTPAHTHOCTD YKa-
3BIBAIOT, YTO HPOsIBIeHNs cuHgpoMa PAPA MoryT ObITh Iype, a

PacIIpOCTpaHEHHOCTD — 60}'[]3].].[6, 9YE€M CUNTA/IOCh paHEE.

PackpbITiie MHTEpeCOB. ABTOPbI IeK/ITapUPYIOT OTCYTCTBIUE
ABHBIX V1 HOTEHIM/IbHBIX KOHQIVKTOB IHTEPECOB, CBA3aHHBIX

¢ myOmMKaIueit HacTOAIIel CTaTbU.
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'OrAQY BO «[MepBblii MOCKOBCKMI FOCY[AapPCTBEHHbIN MeAMUUHCKM yHuBepcuteT um. WM. CeuyeHoBa» MuH3gpaBa Poccun
(CeueHoBckuin YHnBepcuTteT), Mocksa, Poccuns;

2IbY3 «lopoackasa KnnHnyeckasa 6onbHMLa N252» [lenapTameHTa 3a4paBooxpaHeHus r. Mockebl, MockBa, Poccus;

3QrbOYy AMNO «Poccuiickas MeAaMUMHCKan akagemua HerpepbiBHOro npodeccroHanbHoro obpasoBaHua» MuH3gpaBa Poccun,
MockBa, Poccusa

AHHOTauusA

O6ocHoBaHMe. Ha npouecc pa3sutna atonmueckoro aepmatuta (AT[l) okasbiBaeT BAUAHME MHOXECTBO PpaKTOPOB: reHeTnyeckne, oKpyxatoLiemn
cpeabl (B TOM uncie BO34eNCTBUE annepreHoB), NOBpeXAeHNe KOXXHOro 6apbepa, bopmupoBaHue T2-nyTn UMMYHHOro otaeTa. MNauuneHTsl ¢ AT, B
TOM UKCSIE C TAXKENbIM TeYeHMEM, CKJTOHHbI K MOSIMCEHCUOUAM3ALIMM K Pa3INYHbIM Fpynnam annepreHoB, BKoyasa rpmbkosble. [pnbkosasa ceHcmbu-
nu3zauums (MC) cnocobcTByeT ayTopeakTMBHOCTY NPOTVB COOCTBEHHbIX CTPYKTYP OpraH13ma 13-3a obLux SnMTonoB C FOMOIOTMYHBIMU TPUGKOBBIMU
annepreHamu. Bce 310 MoXeT cnocob6CTBOBaTb He TOSIbKO Pa3BUTUMIO annepruyecknx 3abonesaHunin, Bktouyas At[l, 6poHX1anbHy0 acTMy U PUHUT, HO
UX 06OCTPEHNIO U HEKOHTPONIMPYeMOMY TeueHuto. MockonbKy [C MOXeT ObiTb pacCMOTPeHa Kak dbakTop, yTsKensawowmn teyeHne AT/l, akTyanbHO
BblaeneHve naymeHToB ¢ FC n AT[] B oTAeNbHbIN GpeHoTH.

Llenb. C nomoLLbto peTpoCneKTUBHOIO aHan3a AaHHbIX LMPPOBO aHaIMTUYECKON NNaTGOPMbl B YCSTIOBUAX PeanbHON KIIMHMYECKOW NPaKTUKM OXa-
pakTepu3oBaTb GeHOTUM NaumeHToB C Taxenbim At n IC.

Matepuanbl n metogbl. PeTpocnekTiBHOE HabnoaaTenlbHOe OAHOLEHTPOBOE UCCNeAOBaHMe NpoBoAMNoCk B nepuog ¢ 01.06.2017 no 01.07.2022.
B nccnegyemyto KoropTy Boww v 88 NaLmeHTOB C TsxenbiM AT, KOTopble ABAANNCH KaHAMAATaMM Ha Tepanuio U NPOXOAUN NledeHre nbo aynuny-
Mabom, nn6o ynagauntuHnoom. I'C noaTeepxaeHa y 49 naumeHToB U3 UCCIeAyeMOi rpynnbl NaumneHToB. YacTb KoropTbl 6e3 I'C (n=39) cnyxuna rpyn-
now cpaBHeHuA. Kputepun BKIOUEHVA: BO3PacT NaLmMeHToB cTapLue 18 net; Hannume Taxenoro TeyeHnsa At[l (SCORAD>40 6annoB Ha cTapTe Tepa-
nvm); onpepeneHune cneunduyecknx MUMMyHornobynmHoB E K naHenu rpnbKoBbIX anfepreHoB, Uan OTAeNbHbIM Fprubkam, nnm metogom ImmunoCAP
ISAC K rpr6KOBbIM ansieprokomnoHeHTam. [ins nonyyeHns nepBUYHbIX AaHHbIX MCMOJb30Banach LudpoBas aHanuT14yeckas nnatdopma.
Pesynbratbl. OnpegeneH GeHOTVN NauMeHTa C TAXenbiM TedeHnem ATl Ha poHe gokasaHHom ['C. Mpodunb NauneHTa XxapakTepumsyeTca paclumpeH-
HbIM CMEeKTPOM CceHCnbunmsaumm (He meHee 3—4) ¢ Hanbonee TUNUYHLIM COYETaHMEM MblNbLUEBON, SnnaepmansbHoin, [C. Mpn Hannuun NUwWeBon an-
JIePrum OHa HOCUT KNAacCMYeCcKUin xapakTep «bosbLIoi BOCbMepKM». Ee NposBneHns NOMUMO 060CTPeHs KOXKHOMO MPOoLIeCca BKITIOUAIOT aHIMOOTeK
XKM3HEeYyrpoXarLLen nokanmsaumm n 6poHxocnasm. B aHanmnsax JOMUHMPYIOT Mapkepbl T2-BocnaneHus (BbICOKME YPOBHU MMMYHON06ynnHoB E n
303MHOGUNNM KPOBW), XapaKTePeH TUMYHBIA CEKTP annepruyeckux natonorui ¢ T2-sHaoTunom.

3aknioueHue. Hannuve I'C, no-B1ANMOMY, MOXeET yCyrybnaTb napeHTepasbHble MexaHn3Mbl GOpMUPOBaHMA ceHcnbunmsaumm y 6onbHbix AT, pac-
LINPAA ee CNeKTp, B TOM Yncsie K NuweBbiM annepreHam. BoigeneHve gpeHotrna taxkenoro At[l Ha doHe I'C HyxaaeTca B fanbHelLwen aeTanmsaumm ¢
nocnepytoLlen aganTtalmen Cxem MOHUTOPUHIa U METOAOB NleyeHuna Taxkenoro AT,

KnioueBble cnoBa: TsXKenblil aToNMUYecKnin fepmMaTnT, r(prbKoBas ceHcnbunmsaums, beHoTvn, nuieBas ceHcmbunmsauusn

Anauntuposanna: ®omuna [1.C, JlebeaknHa M.C.,, YepHos A.A., HukutnHa E.A., MyxuHa O.A., Muxainosa B.W. [pubkosas ceHcmbunmsauma y naumeH-
TOB C TAXKeJIbIM aTONMNYECKMM AePMaTUTOM Kak oTaenbHbI peHotun. Consilium Medicum. 2022;24(8):552-557.DOI: 10.26442/20751753.2022.8.201908
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ORIGINAL ARTICLE

Fungal sensitization in patients with severe atopic dermatitis
as a distinct phenotype

Daria S. Fomina'2, Marina S. Lebedkina?, Anton A. Chernov™23, Ekaterina A. Nikitina', Olga A. Mukhina?,
Valeriya |. Mikhaylova?

'Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia;
2City Clinical Hospital N°52, Moscow, Russia;
3Russian Medical Academy of Continuous Professional Education, Moscow, Russia

Abstract

Background. Many factors influence the development of atopic dermatitis (AD): genetic, environmental (including exposure to allergens), skin
barrier damage, and activation of the T2-pathway immune response. Patients with AD, including those with severe disease, are prone to sensitization
to various allergens, including fungal ones. Fungal sensitization (FS) promotes autoreactivity to the body's own structures due to shared epitopes
with homologous fungal allergens. It can contribute to the development of allergic diseases, including AD, asthma, and rhinitis, as well as to their
exacerbation and uncontrolled course. Since FS can be considered a factor aggravating AD, it is relevant to distinguish patients with FS and AD into
a separate phenotype.

Aim. To characterize the phenotype of patients with severe AD and FS using retrospective data analysis from a digital analytics platform in a real-
world clinical setting.

Materials and methods. A retrospective observational single-center study was conducted between 01.06.2017 and 01.07.2022. The study cohort
included 88 patients with severe AD who were candidates for therapy or received treatment with either dupilumab or upadacitinib. FS was confirmed
in 49 patients from the study group. Part of the cohort without FS (n=39) was used as a comparison group. Inclusion criteria: the age over 18 years old;
severe AD (SCORAD>40 points at the beginning of therapy); determination of specific immunoglobulin E to a panel of fungal allergens or individual
fungi (or by the ImmunoCAP ISAC method to fungal allergen components). A digital analytics platform was used to generate primary data.

Results. The phenotype of a patient with severe AD and confirmed FS was described. The patient profile is characterized by an extended sensitization
spectrum (at least 3-4 allergen groups) with the most typical combination of pollen, epidermal, and FS. If there is a food allergy, it is of the classic "big
eight" nature. Besides exacerbation of the skin disorder, its manifestations include angioedema of life-threatening localization and bronchospasm.
Markers of T2 inflammation (high levels of immunoglobulin E and blood eosinophilia) are observed according to the test results, and the T2 endotype
of allergy-related abnormalities is typical.

Conclusion. Apparently, the presence of FS in patients with AD may exacerbate parenteral sensitization mechanisms, expanding its spectrum,
including food allergens. Therefore, distinguishing the phenotype of severe AD with FS needs further detailing with a subsequent adaptation of

monitoring and treatment methods of severe AD.

Keywords: severe atopic dermatitis, fungal sensitization, phenotype, food sensitization
For citation: Fomina DS, Lebedkina MS, Chernov AA, Nikitina EA, Mukhina OA, Mikhaylova VI. Fungal sensitization in patients with severe atopic
dermatitis as a distinct phenotype. Consilium Medicum. 2022;24(8):552-557. DOI: 10.26442/20751753.2022.8.201908

BBepeHmne

Arommuecknmit gepmarut (At]l) — mynbrndakTopHOe reHe-
TUYECKU [IeTePMUHIPOBAHHOE BOCIA/TUTE/IbHOE 3ab0/eBaHme
KOXI1, XapaKTepu3yIoleecs 3y[OM, XPOHUYIECKNM PeLUUBI-
PYIOLIMM TedeHMeM, BO3PAaCTHBIMYU OCOOEHHOCTSMM JIOKaIu-
saruu U Mopdooruyu ogaros mopaxenns [1]. Ha mpomecc
pasButus ATl OKa3blBaeT BIMsHME MHOXXECTBO (DaKTOPOB:
reHeTH4eckye [2, 3], okpy>karleit cpefsl (B TOM 4MciIe BO3-
[eliCTBYEe allepreHoB) [4], MOBpeXxpeHMe KOXXHOTO Oapbe-
pa [5], bopmuposanue T2-nyTu UMMyHHOTO OTBeTa [6].

[Tammentst ¢ AT/, B TOM 4IC/Ie C TSDKEIbIM TeYeHMEM, CKTOH-
HbI K HO/VICEHCHOWIM3ALMY K Pas/IMYHBIM IPYIIIIaM a/UIEPIeHOB,
BK/II0Yast IpyrbkoBsle [7]. BBUY NOBCEMECTHOI pacpocTpaHeH-
HOCTM TPUOKOB I VX CIIOP, KaK B IIOMEIEHNN, TAK U Ha OTKPBI-
TOM BO3fiyxe [8], kpyrmorogyaHoil upKyanuy [9], Ha mepBblit
IUIaH BBICTYIIaeT HEBO3MOXKHOCTD IIOTHOV 3SNMMMUHALUK HPU-
YVHHO-3HAYMMOTO ajlepreHa. Ipubku CrocoOHbI ITPOMSBOANTE
Ype3BbIYAITHO CTIOKHBI perepTyap BUAOCTIELMPUYECKNX U Tie-
PeKpeCcTHO-peaKTUBHBIX a/utepreHoB [10], a Taxxe ¢epMeHTOB,
TOKCVHOB, KOMITOHEHTOB K/IeTO4HOI cTeHKM [11]. CymiecTBytoT
JI0Ka3aTenbCTBa TOTO, YTo rpubKoBas cencnbmmsarys (I'C) co-
COOCTBYeT ayTOPEaKTUBHOCTM IPOTUB COOCTBEHHBIX CTPYKTYP
opraHusMa us-3a OOIIVX SMUTOIOB C TOMOTOTMYHBIMU TPUOKO-
BoiMu ayutepreHamu [10]. Bce aTo MOXKeT He TOIBKO CIIOCOOCTBO-
BaTh PAasBUTMIO A/UIEPIMYeCKuX 3aboneBaHmii, BKmodas Art[l,
6poHxuanbHyo actMy (BA) 1 pUHUT, HO U IPUBORUTD K UX 060-
CTPEHUIO ¥ HEKOHTPONMPyeMoMy TedeHnto [12].

Tsaxenmoe HEKOHTpONMpyeMOe TedeHue a/leprMIecKMx 3a-
6oeBaHMIT OKa3bIBaeT SHAYMTE/IbHOE BIMSHIE Ha BCe cepsl
SKM3HU TAIeHTOB. MHorue B3pocisie ¢ AT]] cOO6LIA0T, YTO
At][l orpannuuBaet ux o6bpas xxusnu (51,3%), 3acTaBysieT uUx
nsberaTh colManbHOro B3anmopeitcteusa (39,1%) u Biuser Ha
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podeCcCUOHATIBHYIO fieaTeNbHOCTD (43,3%). OHM OLeHMBAOT
CBOe 00lIIjee COCTOsIHIE 3TOPOBbSI HETaTUBHO B 25,8%, HeXO-
BOJIbCTBO XKM3HDBIO BCTpedaeTcs B 16,7% cimyyaes [13]. Takue
OrpaHMYeHNs IOBCEHEBHOI )KM3HU BElyT K CepPbe3HBIM IICH-
XO03MOLVOHA/TBHBIM PAaCcCTPOMCTBaM. Y B3POC/IbIX IAIVIEHTOB
¢ At]l oTMeYalTCA 3HAYUTENbHO O0/lee BBICOKIME IOKA3aTENN
KImMHI4YecKoit gernpeccun (14,9% nportus 12,6%) ¢ BbIpaXkeH-
HBIM YPOBHEM CyMUMAanbHOCTH y 12,2% nportus 6,4%, xonm-
YeCTBEHHO 00jlee BBICOKUII YPOBEHb IIPUMEHEHMs aHTHfe-
npeccanToB (29,3% mpoTus 20,3%) [14].

B HacTosIee BpeMs /1A MalMEHTOB C TAKEbIM TedeHNeM
At]l moCTyNHO IpUMeHeHNe COBpeMEHHBIX IIpeapaToB C CU-
CTEeMHBIM [e/ICTBMEM: AyIuayMad (MOHOKIOHA/TIbHOE aHTUTeE-
710 IpOoTHB MHTepreiikuua — VIJI-4, VIJI-13) [14] u naruéurtop
SHYC-KMHA3 — yNafauuTuHUO (IepopasbHbIl 0OpaTHMBIi
nrruéurop JAK1) [15]. OnHako mpuMeHeHNe TaKoil Tepanuu
TpebyeT cTparuduKanyy MALUEHTOB C peanusanyeil ¢peHo-
TUIT-060CHOBAaHHOTO MOAXOfA K I0oA00py Haubomee MOAXOAA-
Ielt Tepamny, a TaKXKe OIpefie/IeHNA KOMIIZIeKCa COITy TCTBYIO-
I{MX MEPOIIPUSTHIL, B TOM YHCIIE TIOAO0Pa MECTHOI Teparmi.

ITockonbky I'C MokeT 6bITH paccMOTpeHa Kak (HakTop, yTs-
XKenAmuil TedeHne At]l, akTyabHO BbIJje/leHNe TAIlYeHTOB C
I'C  At]l B oTzenbHBIT (HEHOTHIL

ITenp MccmegoBaHMA — C IIOMOIIBIO PETPOCHEKTUBHOTO aHa-
NM3a JaHHBIX HUGPOBOIT aHATUTIYECKOI! IIaT(HOPMBI B YC/IO-
BUAX PeaybHOI KIMHUYECKON MPaKTUKM OXapaKTepM30BaTh
¢enonn naryenToB ¢ TsoxensM At]l n I'C.

Ma'repwanbl n metoabl

PeTpocrieKTBHOE HabMIOAATe/IbHOE OHOLIEHTPOBOE JCCIIe-
ZoBaHMe NMpoBOaMI0Ch B nepuop ¢ 01.06.2017 mo 01.07.2022.
B nccnepyemyio xoropTy BouuM 88 HAllMEHTOB C TAXKEIbIM
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OPUTMHAJIBHAA CTATbA
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Ta6bnuua 1. Metogpl onpegeneHuns C

Ta6nuua 3. KnuHuko-gemorpapunueckmne xapakTepucTukiu

Meoa N nayumeHToB 6e3 I'C
Narens MP 1 14 MpusHak nwunn meanadHa | % wamn IQR
Mon
OtgenbHble BAbI FpMbKoB MmeTogom crneundudecknx Ige 8 MyXunHbl 27 61%
ImmunoCAP ISAC 23 PKeHLMHbI 17 39%
ImmunoCAP ISAC v naHens MP 1 4 ATl 44 100%
XpoHnueckan KpanvBHuLa 0
BA 27 61%
Ta6nuua 2. KnuHuko-gemorpadpuryeckne xapakrepncTukm HenepeHocumocTb HIMBIM 3 7%
nayuveHToB c I'C Annepruyeckunii PUHOKOHbIOHKTUBUT 36 82%
0
MpusHak n vunu meguaHa | % wunu IQR XMPC 3 7%
Mon CeHcnbnnmnsauma K 6bIToBbIM
annepreHam 33 75%
My>umHbl 26 53Z/° CeHcnbVNM3aLma K anvaepmMasbHbIM
KeHuwmre! 23 47% annepreHam 33 75%
NMT 22,3 (19,6-25,6) CeHcnbrnmnsaumsa K nbinbLEBbIM
BA 58 579% annepreHam 29 66%
CeHCnbMAM3auma K NULLEBbIM
Bospact Hauana bA 5 net (3-11) annepreHam 22 50%
«BA po 20 net 24 86%
-BA B 21-40 net 4 14% ropb 6 14%
Bospact Hauana Al 0 net (0-2) Bospact 35 (24-44)
« ANNepruyeckuin PUHOKOHbIOHKTUBIT 47 96% O6uwit IgE o BT, ME/mn 1724 (387-3000)
+ XpoHuueckan KpanmeH1La 1 2% 303UHODUbI, KN/MKN 0,45 (0,26-0,78)
« XMPC 2 4%
« icTuiHan nuwesan anneprua 22 49% FeNO 22 (12-42)
« Henepexocumoctb HIMBM 1 2% SCORAD 78 (55-88)
«3PB 5 10%
EASI 45 (24-54)
HacnepcTtBeHHOCTb Mo aTonumn 23 47%
BSA 84 (49-97)
FeNO 22 (9-44)
POEM 21 (15-25)
SCORAD 70,1 (49,4-83,5)
DLQI 16 (11-24)
EASI 33,7 (14,6-46,2)
Mp ine. [UBT - reHHO-MHXXeHepHaA bronornyeckasn Tepanusa.
BSA 71,5 (35,6-92,8)
POEM 20,5 (16-25,8) 4 DanMeHTOB NOMOTHUTENBHO OIpPENesINCh crienuuyecKye
DLQI 16,5 (8,8-23) IgE. [lannble IpefcTaBIeHbl B Tabm. 1.
IGA 4 (3-4) Knuuuko-gemorpaduyeckne XapakTepucTuku 49 marm-
ACT 19 1423 eHTOB ¢ TsDKenbIM At]l u I'C, BK/IFOUeHHBIX B MCCIeOBaHIeE,
(14-23) HpefcTaBIeHbl B Ta6. 2. XapaKTepucTiKa IPYNIIbI CPaBHEHNs
OOB,, % 84 (74-98,5) MAlVEHTOB CO CpefHeTsDKeNbIM 1 TsKenbiM A/l 6es I'C mpep-
OB, n 3,1 (2,5-3,9) cTaBjieHa B TaOL. 3.
MpvimeyaHue. 3aeck 1 fanee B Tabn. 3: XMPC — XpOHUYECKNIA MONNMO3HBI PUHOCUHYCHT, Cmamucmuyecxkue Memoobl. HpI/I HEHOPMa/IbHOM pacIipene-
HMBIM - HecTepounaHble NpoTMBOBOCNaNUTENbHble Npenapatbl, MPB — ractpoa3ogareanbHan JIEHUN BbIéO KU MCIIO/Ib30BA/INCh HemapaMeTDIyecKiie MeTO-
pedniokcHas 6onesHb, OOB, — 06bem GpopcrpoBaHHOTO BbiAOXa 3a 1-10 ceKyHay. P P p

Ar]l, KoTOpBIe AB/LUINCH KaHAMIATAMI Ha TEPalyio VN Ipo-
X0 JIedeHue b0 KymnmryMaboMm, 6o yIaganuTuHIO0M.
I'C moprBepixfieHa y 49 MaIeHTOB M3 MICCTIERYeMOIl TPYIIIbL.
Yactp xoroptst 6e3 I'C (n=39) cryxmna rpymnmnosi cpaBHeHM.

Tepanuio pynmmymabom momydanu 33 deloBeka, yrajary-
TUHUOOM — 7, KAHAMZATOB Ha Ha3HaYeHue Tepanuu — 9 maru-
eHTOB. IIpemapaTbl Ha3HaueHbl COITIACHO 3aperMCTPUPOBAH-
HBIM ITOKa3aHuAM [1].

Kpurepuu [i/1s1 BKIIOYEHNS B MICCTIEIOBAHNE:

* BO3PAcCT IALMEeHTOB cTapuie 18 jet;

« Haymuue Tspkenoro tedenns At]] (SCORAD>40 6annoB Ha

cTapTe Tepammn);

« onpepenenue crnenyduyecknx nMmyHornooymxos (Ig)E k
aHenmu rpuOKOBBIX a/I/IEPTeHOB, UK OTHENbHBIM IPUOKaM,
wmm MetogoM ImmunoCAP ISAC x rpn6KoBbIM aniepro-
KOMIIOHEHTaM);

Jl/isl Oy YeHNs IepBUYHbIX JAHHBIX MCIIOIb30BAIACh LUd-

poBast aHanuTHYecKas wiatpopma.

ITpyn onpenenenuy cuennduyaeckoro IgE k rpu6koBbIM antep-
reHaM JCII0/Ib30BaIach rpubkoBas nanens (Alternaria alternata,
Cladosporium  herbarum, Penicillum notatum, Aspergillus
fumigatus). Cencubunusauus ompeneneHa y 14 maIyieHTOB.
Y 8 maumeHTOB OIpene/sUICS CreluduIecKuit IgE x ormenn-
HBIM BIfIaM IIEPEYNC/IEHHBIX BBl BUAaM rpubkos. Vizommpo-
BaHO ceHcubMIM3anys K rpubam Bupa Alternaria (alt al, alt 6),
Aspergillus (asp f1, asp 3, asp 16), Cladosporium (clad h8) me-
togioM ImmunoCAP ISAC omnpepensanach y 23 ManyeHTos, a y
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IbI OIMCATE/IbHON CTATUCTUKI: Me[aHa, IHTePKBAPTU/IbHBII
pasmax (interquartile range — IQR). Pasnnuns cunranuch go-
croBepHbMH 1pu p<0,05. CraTncTudeckas 06paboTKa JaHHBIX
IPOBOAM/IACH HellapaMeTPUIeCKMMI METOJAaMI B IIPOrpaMMe
IBM SPSS STATISTICS V-22. [Ina cpaBHeHMsA KaueCTBEHHbIX
XapaKTepUCTUK MCIIONb3oBany Kputepuii x> [InpcoHa.

Pesynbratbl

IMaumentsr ¢ ATl u I'C yacTo MMenyu CONMyTCTBYIOMIYIO
T2-acconmmpoBaHHYIO [IATONOINIO: 6OJIblIle BCETO MALMEHTOB
C QJUTePTIMYeCKM PUHMATOM U KOHBIOHKTUBNUTOM (96%), mmaru-
eHTOB ¢ BA - 57%, ucTuHHas nuileBasd ajieprus BblABIEHA Y
49% manyenToB. ¥ 16% malueHToB BCTpeYanach HEEpeHOCH -
MOCTb aHTUOMOTUKOB TPYIIIIBI IEHUIV/UIMHA.

Ha puc. 1 mpepcraBieHa CTPYKTypa CEHCMOMIN3ALNY Y T1a-
uueHToB ¢ At]l u I'C. bonpmmuacTBO nanumuentos ¢ I'C umenn
HnomiceHcnOmmsanyio: y 94% maumeHToB ¢ At]l onpepeneHo
3 u 60/1ee pasHBIX TUIIOB a//IEPreHOB, Y 74% — 4 u 6onee. Han-
6oree gacto nomumo I'C BCcTpeyanuch mblIbLieBast 1 SNNAEP-
MaJibHasl ceHcubummsanuiu: o 84%.

¥ nanmenTtos ¢ I'C Ha cTapTe Tepanuy OTMeYasncs BHICOKMIT
ypoBenb obuiero IgE (menmana 2000 ME/mn) u s03uHOM-
noB (Menmana 480 K/1/MKII), IOMUMO 3TOTO CPEAM MALVIEHTOB
¢ comyTcTByoleil BA mpoBoAMICS HONOMHUTEIbHBIN aHAIN3
yposHsa FeNO. VIHuimanpHoe 3HaYeHe 0Ka3anoch Bblllle HOP-
MbL: MefyaHa 22 ppb/(n=14) maiyueHTos.

Cpeny manumeHToB, y Kotopbix I'C mopTBepfieHa C 1OMO-
mpio Metoma ISAC ImmunoCAP, caMbIM 4aCcThIM KOMIIOHEH-
TOM orpepessiics asp 6,y 67% y maunentos ¢ BA (puc. 2). [Tpu
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Puc. 1. CTpyKTypa $paKTOpoB ceHcu6Unusaumnm y nayneHTos.

B/3/N, 27%

5/3,8% |5/M, 8%

3/,
3/N/Nwww, B/M/Muw,
B/MN/nnw, 27% 14% 6% 9, 4%| B, 2%

MpumeyaHue. b - 6biToBast, 3 — anuaepmansHas, M- nbinbuesas,
My - nuwesas ceHcnbunusaumn.

Puc. 2. Ctpyktypa KomnoHeHtos metoaa ISAC ImmunoCAP
npwv BbiaBneHun 'C (n=27).

11

%

altal

clah8

asp f1

asp f3

ompenenennu crenygudeckoro IgE K 0TAeIbHBIM ajUIepreHamM
npeo6nanamy rpubku Buga Alternaria u Cladosporium (puc. 3).

Y naunmenTtos ¢ A/l n I'C gocToBepHO yale BCTpedanach Uc-
TYHHas IMIeBas a/UIePris B CPaBHEHUN C ManyeHTamu ¢ A/l
6e3 T'C (49% vs 38%; p=0,048). Cpeny IpOAYKTOB, BHISBIBAIOLINX
VICTMHHYIO IMIEBYIO a/UIEPIUIO, Yallle BCEro BCTpevaeTcs ppiba
(84,2% nanmentoB). CaMbIMM 9aCTBHIMU IIPOSIB/IEHVSIMI TTHIIIE-
Boit ammepruu (puc. 4) cpeay MALVEHTOB B KOTOPTE SIB/ISIUCH
aHrnoorex (29,6%) u obocrpenne koxHoro npouecca (32%).

B rpynmne nanuentos ¢ I'C gocToBepHO 4Yallle BCTpeYanaynch
[IaLMeHTh 6e3 OXKMPEHS [I0 CPAaBHEHMIO C KOTOPTOIt 13 39 ma-
1ueHToB ¢ A/l 6e3 I'C (2% vs 13%; p=0,045).

O6cyxaeHne

B mpouecce passutua Ar/l IpOMCXOIMT IOBpEXIEHME
KOXKHOTO 6apbepa, 4TO CIIOCOOCTBYET IIOSIBICHUIO JIOIOTHN-
TENIbHOTO IIYTH NPOHMKHOBEHNS a/UIEPreHOB depes3 KOXY, UX
pacIosHaBaHMIO ¥ MHULMALUY ajJIepTUYecKkoro oTeera [16].
ITosToMy B HacTosiIee BpeMs aKTHBHO 00CY)XHAI0TCs PakTo-
PBL, [IOIOIHNUTENIBHO CIIOCOOCTBYIOLIYE MOBPEXAECHNI0 KOX-
HBIX 6apbepoB npy AT/, B TOM 4NC/le BAMSAHNAE COCTOSHUS MI-
kpodopsl koxu [17]. B ganHOII paboTe y 49 manyeHToB 13
88 mepBMYHOI KOTOPTHI MAIIEHTOB ¢ TshKenbIM AT/l ompene-
nena I'C. [Juc6103 KOXKHBIX TIOKPOBOB UTPaeT BaXXHYIO PO/Ib B
HapyuIeH!N 6apbepHOIt QYHKINN, MOGYIUPYS a//IEPIUYeCcKyIo
ceHcubmwmsauuio [17, 18]. 310 moKasaHo Ha HpUMeEpe KOX-
HOIt KonmoHusaumu Staphylococcus aureus (B OCHOBHOM MeTH-
IUINH-Pe3nucTeHTHBIM — MRSA - mraMMoM), HOBBIIIAOLIEN
PUCK pa3BUTHUA NNIIEBOI a/UIePTUNL.

ITo HamuM pesynbraTam, B Koropre ¢ I'C pacnpocTpaHeH-
HOCTb VICTUHHOJ NNILEBOJ aJ/IepTUM OKa3anach JOCTOBEPHO
BbIIIIe, 4eM B rpymie manueHTos 6e3 I'C (22 mporus 9, p=0,048),
YTO KOCBEHHO IPEAIOJIaraeT 3Ha4YMMYI0 POJIb IPUOKOB B aJlb-
Tepanuu KOKHOTO Oapbepa. B uemoBedeckoM opranmsme B
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Puc. 3. PacnpepeneHune ceHcm6unusauyum npu aHanuse IgE
K OTAeNbHbIM BUAAM rpnbKoBbIX annepreHoB (n=12).

m Alternaria Penicillum

m Cladosporium

Aspergillus

Puc. 4. CTpyKTypa annepreHos v NposiBIEHNA UCTUHHON
nuwieBoi anneprum.

MopenpogaykTbl, 6%
n 3% AHruootek, 29%
wwc<% wetmua, 3 OCon,S% __ XKT-natonorus, 3%

O6ocTpeHne
\ ATA, 32%

Pbiba, 49% ‘
Anuo, 21%
KopoBbe
MOJI0KO, 12% J
Annepruyeckui

BpoHxocnasm, 23%/
OpanbHblii cuHapom, 10%

PUHOKOHBIOHKTMBUT, 3%

HOpMe TpUOKM SIBISAIOTCS Hambosee paclpoCTPaHEHHOI CO-
CTaB/IAOIEl MUKPOOMOTBI >KEeMy[OYHO-KMIIEYHOTO TPaKTa
(OKKT) [19, 20], cnusucteix obonovek [21] u koxu [22, 23].
CaMBbIM pacIIpoCTpaHeHHBIM NUILEBbIM a/IePreHOM, IPUCYT-
CTByIOIUM y 84,2% MHaleHTOB, ONpefie/ieHa ppiba, 4TO KOp-
peupyer C JaHHBIMU MEeX[YHapPOGHBIX ITyO/IMKaLIMIl IO pac-
IIPOCTPAHEHHOCTY MUILEBOIl a//Iepruy y B3poCibix [24, 25].
OcrasipHble MUILEBbIE AJUIEPTeHbl IOMUMO PBIObI JOIIOTHSIIN
«60IIBIIIYI0 BOCBMEPKY» Haubosiee 4acTO BBI3BIBAIOLINX al-
JlepruvecKye peakiuy NPOfyKTOB: KOPOBbe MOJIOKO (4 mamm-
eHTa), KypuHoe siino (7 manueHToB), apaxuc (2 maiueHTa),
MOpEeIpoAYKTH (2 maryeHTa), mureHnua (1 manueHTt) u cos
(1 anueHT); cM. puc. 3.

C obocTpeHneM IpOsBIEHNIT IUIIEBOI a/UIEPIIUHU CBSI3aHO
JAOCTOBEpHOE OT/IMYMEe HM3KOM BCTPEYAEMOCTV OXKUPEHU B
rpymue At]l ¢ I'C mo cpaBHeHuto ¢ rpymmoit At]] 6e3 I'C, uto
KOCBEHHO MOXXET OBITh CBA3aHO C HEOOXOMVMMOCTBIO COOIIOzE-
HUS 9/IMMUHALVIOHHONM ¥ TUIIOA/IepreHHoN ameTsl. OfHAKO
JOCTOBEpPHOIT pasHUIIbI B MHAEKce Maccsl Tema (VIMT) B gByX
TPYIIIax IPY STOM He MOTy4eHO.

CaMbIM YacTBIM IIpOSIBIEHMEM IMIIEBON a/UIepTUy CTa-
70 060CTpeHIe KOXHOro mponecca — 32% (cm. puc. 3). 310
CBUJETENbCTBYET O NEPMAaHEHTHOM BOCIANIEHUM U CIYXKUT
elile OfHMM JIOKa3aTelIbCTBOM HapYILIEHMsI KOXHOTO 6apbepa.
B mpepcTaB/ieHHON KOrOpTe MALVMEHTOB MPOSIBISUIICD TsDKe-
JIble peaKiuy MUIEeBOIl a/IEPTUY B BUfie aHTMOOTeKa B 06/1ac-
i uua u ropranu (29%) u 6ponxocnasma (23%). Panee mo-
Ka3aHo, YTO XM3HEYTPOXKaIoIllJie peaKI[UM BCTPeYaloTCs Jyalle
y MaIMeHTOB, KOTa CEeHCMOMIM3arysi MPOVCXOANUT VIMEHHO
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napeHTepanbHO, a He yepes XKKT [6], uro ewwe pas cBupeTenn-
CTBYeT B IIOJIb3y TOTO, YTO K/IIOYEBBIM MOMEHTOM Y IallMeH-
toB ¢ I'C sB/IsleTCsl MMEHHO HapylleHye KOKHOTO 6apbepa 1
TapeHTepanbHON KCIIO3NIINY a/lIepreHa.

Eite oM mopTBep)KaeHNEM eeKTHOCTU KOXKHOTO 6a-
pbepa ABIAeTCA MoMMceHcubunmaalys [26]. B Hamem cnydae
ompefieNieHa ceHCUOMM3anus y 27% ManueHToB K 5 ajuiepre-
HaM, Y 47% - K 4 a/jyiepreHaM, IpuieM y GOJIbIINHCTBA TOMU-
HMPOBA/IN [bUIbLIEBAs U SMMAIepMaIbHast CeHCUOMIN3AIVL.

I1pu usydeHnn rpuOKOBBIX COOOIIECTB Ha KOXKe Y 60IbHBIX
At]l ony okasamuch 6ojee 6OraTbIMI U Pa3ZHOOOPA3HBIMU 110
CPaBHEHMIO CO 3[J0POBOIl KOXKeil TPYIIIbI KOHTpons [27, 28].
Candida albicans obHapy>keHa B u36bITKe y 601bHBIX AT]] Ha
KOXe 11ieK (mpucyTtctue B 100% 06pas1joB) 10 CpaBHEHUIO CO
KOHTPOJIbHOI Tpynmoit (mpucyrcrsue B 10% o6pasios) [28].
Malassezia, ocoberno Bupst M. globosa n M. restricta, oxasa-
JIMCb TOMUHMPYIOLIVMMU POiaMM KaK B TIopakeHHoOI AT]l Koxe,
TaK U B KOHTPOJIbHOII IPYIIIIe ManueHTos [27, 28]. B o6pasmax
BCTpeYaIich U ApyTrye BUAbl IpUOKOB, B TOM uucie Aternaria,
Aureobasidium, Aspergillus, Cladosporium, Trichosporon, Irpex,
Filobasidiella, Cryptococcus. OfHaKO BBISBUTb MCTMHHYIO KO-
JIOHM3ALMI0O KOXKHBIX ITOKPOBOB IpUOKaMU 3aTPYRHUTENBHO,
IIOCKO/IbKY MCIIO/Nb3YIOLIMeCs] TPAAMLMOHHO METOHbI KyIlb-
TUBMPOBAHMSA He BCErfa OKAa3bIBAIOTCA JOCTATOYHO 3(dek-
TUBHBIMU, 2 METOJbI ONpefie/ieHNsA Ha/MN4MA IPUOKOB, He 3a-
BUCAIINE OT KyJIbTUBMPOBAHNUA, Ha TaHHBII MOMEHT Pa3BUTHI
HelocTaTo4HoO [27].

B opHOIT 13 paboT py IpOBeieHNY KOMIIOHEHTHO {arHOC-
TUKY naHenbio ALEX npoieMOHCTpYpPOBaHO, YTO BBIABIIEHNE ¥
MMaIeHTOB TaKMX KOMIIOHEHTOB, KaK Mala s6, Mala s11, Sac c,
Asp 16, Cla h u Cla h8, xoppemnpyer ¢ Tsxecrsio At]l [29].
VI3 ykasaHHOTO psifia B HAlllell KOTOPTe MALMeHTOB CPefu TeX,
KOMY IIPOBOJIM/IACH a//IEPrOKOMIIOHEHTHAs AMarHOCTHKA Me-
togoM ImmunoCAP ISAC, komnonenT Asp {6 cran Hanbonee
BcTpedaeMbIM (Y 33%), a y 15% - Cla h8. Cpenu npyrux an-
JIeprOKOMIIOHEHTOB ompefieneHsl alt al B 30%, alt a6 — y 19%,
asp f1 — y 7%, asp f3 — 11 ciy4aeB, UX pOJIb B TSDKETIOM T€UEHUN
At]] IpencTOUT M3y4nTb.

Ha npumepe Malassezia spp. TOKa3aHO, YTO aKTUBALNS UH-
¢dbmammacompt NLRP3 B leHIPUTHBIX KI€TKaX KOXXU IPUBOSUT
K BBICBOOOXKJICHMIO MPOBOCIIAMNTEIbHBIX IUTOKMHOB, TaKIX
kak WJI-4, WJI-5 u WMJI-13, KoTOpble ABIANTCA KIHOYEBBIMU
UTPOKaMI B IaroreHese T2-BOCIAIUTENIBHOIO OTBETA B IIATO-
roHese At]] [30]. ITo HaIIVM JaHHBIM, B UCCIIEyeMBIX IPYIIIIaxX
OIpenesICs WMpOoKuMit criekTp T2-maTonornuii 6e3 cyiiecTBeH-
HBIX pasnuuuit Mexay koropramu. [IpeBanmmposanue T2-tuma
Bocnanenus B rpynne ¢ I'C nogTeep>xaanoch BHICOKUMM YPOB-
HeM obero IgE n sosunodummu xkposu. CkasaHHOE IOCITY-
XKVJIO OCHOBaHMeM J/IA BHefIpeHMI MHHOBAI[IOHHBIX METOJI0B
JIe9eHNsI MOHOK/IOHA/IbHBIMI aHTUTenaMu (Rymmaymab) u H-
rnbuTopaMm AHyC-KuHa3 (yHaganuTuHKO), 4TO UTPaeT BaX-
HYIO POJIb B MHIMOMPOBAHUY JaHHBIX HUTOKMHOB. IIpexmono-
XXWTENIBHO, 9TU MOJIEKY/IBI OKa3bIBAIOT O/TATOTBOPHOE BIIMSHME
Ha IOZaBJIeHMe BOCNajieHns y mauneHToB ¢ AT]l, B TOM 4ncie
¢ I'C. [lanHbI1 BOIIPOC HY>K/IA€TCA B la/IbHEIIEM U3y IeHUIA.

Eme ogHMM CHOPHBIM BOIPOCOM B JIeYEHUM TNMAIVIEHTOB C
At]l u T'C sBsieTcsi NpUMeHeHMe MPOTUBOIPUOKOBOIL Tepa-
mun. B mreparype maHHBIE 11O 9TOMY BOIIPOCY OTPaHMYEHBL.
B ocHOBHOM MTpaKOHAa30/1 MPUMEHANCA y HauueHToB ¢ AT]l,
CEeHCHOMIM3MPOBAHHBIX K JApoxoKaM [31] m ¢ «gepMaTuToM
muua v men» 6e3 yrounenns Hamaus I'C [32]. 9toT Bompoc
TpeOyeT MONOTHUTEIBHOTO M3Y4eHWs, TaK KakK IpYMeHeHMe
IIPOTUBOIPUOKOBBIX CPECTB MOXKET IMPUBOAUTD K paclIMpe-
HMIO CIIEKTPa CEHCHOMMM3ALNI K KOMIIOHEHTaM IPUOKOB.

Takum 06pasoM, COOTBETCTBEHHO LeM WCCIELOBaHMA
ompepeneH (GPEeHOTHUII TALMEHTA C TSDKEbIM TedeHreM AT]] Ha
¢done pokasannoit I'C. ITIpodunp manyenta xapakTepusyeTcs
pacIIMpeHHbIM CIEKTPOM CeHcubmnusanun (He MeHee 3-4) ¢
Hamboree TUIMYHBIM COYETaHMEM IbUIbIIEBOI, SMAEpMaib-
HOII, TpUOKOBOI ceHCrbumu3aruy. Ilpu HaaMYUM OUIIEBOI
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a/UlepruM OHA HOCUT KJIaCCUYeCKMiT Xapakrep «OObIIOi
BOoCbMepKI». Ee MmposiB/ieHNs: TOMUMO 060CTpeHMsT KOXHOTO
Ipolecca BK/IIOYAIOT aHTMOOTEK >KM3HEYTPOXKAIollell JIoKa-
nmsanuy 1 6poHXOoCIasM. B aHanmsax TOMMHUPYIOT MapKepbl
T2-Bocnanennus (Boicokue yposHu IgE n s03uHOGMMINMM KpO-
BU), XapaKTepeH TUIIMYHBIA CHEKTP a/UIePrU4ecKuX MaToso-
it ¢ T2-sHpoTumnoMm.

JlaHHOe MccreioBaHNe JMeeT HEKOTOpble OrpaHNYeHMA.
Cencnbunmsaryst K [prOKOBBIM a/lepreHaM IIpOBOAMIACh 6e3
oIpefie/ieHNsl TPUOKOBON KOMOHM3AIMY KOXKHBIX IIOKPOBOB.
CrexTp ompefensAeMbIX I'PUOKOBBIX a/lIepreHOB OTpaHNYeH
ucnonbayembiMu maHesiMu (ImmunoCAP ISAC u crerndun-
veckux IgE).

ITonyueHHBle [aHHbBIE OMIPENE/IAIT HEOOXOZMMOCTDb Jallb-
Helflero nsy4denus crektpa I'C 1 TepaneBTHYeCKUX IOAXO0B
K At]l ¢ I'C, B 4acTHOCTM BHepeHMs JUaTHOCTUYECKNX METO-
IOB OIIpefieleHNs CeHCHOMM3aIum K rpubkam poga Malassesia
B PYTMHHYIO KIVMHUYECKYI0 HMPAKTUKY Bpadeii-ajIeprooros
KaK KJII0UeBOT0 IpMOKOBOTO ajllepreHa B maToreHese At/.

3aknioueHne

Takum o6paszoM, Hamuue I'C, mo-BUAMMOMY, MOXKeET yCyry6-
JIATb IapeHTepalbHble MEXaHM3MBbI GOPMIPOBAHNA CEHCUOM-
nusanuy y 60onbHbIX At]l, pacimpsis ee CIIeKTP, B TOM YMCTIe K
IMIIEBBIM ajyIepreHaM. Boinenenne denorumna tsxenoro Ar]l
Ha pone I'C Hy>X#aeTcs B la/IbHENIIIel leTaIM3aIMu C HOoCTIe-
nylollell afjanTanyeil CxeM MOHUTOPMHTA Y METOIOB JIe4e€HMA
TsKenoro At]l.

PackpsiTiie MHTEPECOB. ABTOPBI AEK/IAPUPYIOT OTCYTCTBIUE
SIBHBIX /1 IIOTEHIMa/IbHBIX KOH(IMKTOB MHTEPECOB, CBSI3aHHbIX
¢ my6/IMKaIeit HaCTOSIEN CTaTbH.
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