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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.
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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.
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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
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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-
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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-
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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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